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OBHIAS XAPAKTEPUCTHUKA PABOTbI
AKTYaJIbHOCTDb TeMbl HCCJIEI0BAHUS.

Paccesnnsrii ckiepo3 (PC) - nemuenuHu3Mpytomiee 3a00aeBaHNe IEHTPATLHOW HEPBHOM CUCTEMBI
(ITHC), nopasxkaroiee JIMIl TPEUMYILIECTBEHHO MOJIOIOTO, TPYAOCIOCOOHOI0 BO3pacTa U SIBJISIOIIEECs
BXHON MEIUKO-COIMaIbHOM mpobnemoii. PC B OOJIBIIMHCTBE CIIy4aeB UMEET PEMHTTHPYIOLIEE WU
IIPOrPECCUPYIOLIEE TEUEHHME, 3a4acTyl0 IPUBOAUT K TSKEIOH MHBAIUAM3ALUMM U YMEHBUICHUIO
npogoixuTenbHoCcTH ku3Hu [['yceB E.W. u coast., 2020]. Ha npoTskeHUN NMOCIEIHUX JECATUICTUI
HaOIIOmaeTcss TEHJEHIUS K YBEJIMYEHHI0 3a0ojeBaeMOCTH U pacmpocTpaneHHoctd PC, urto, B
OTIpe/IeNICHHON CTEeMeHU, OOYCIIOBICHO COBEPILIEHCTBOBAHUEM IOJIXO/I0B K TMAarHOCTUKE 3a00JIeBaHMUs,
pa3pabOTKON M BHEIPEHHUEM B KIMHUYECKYIO NMPAKTUKY YETKUX KPUTEPUEB IMOCTAHOBKM JUArHo3a, a
TaKXKe TOBBIIICHHEM HH()OPMUPOBAHHOCTH CHEIHMAINCTOB O COBPEMEHHBIX CIOCO0aX ero BBISBICHUS
u sedenus [Thompson A.J. u coaBr., 2018]. HepemieHHble BOMPOCHI STHOJOTHH M IaTOTCHE3a,
OOBEKTUBHBIE CIIOKHOCTH JMAarHOCTUKH, OCOOCHHO HA pPaHHMX CTaAusIX, cBoeoOpa3ue TedeHus,
TPYAHOCTH BbIOOpa ONTUMAJIBHBIX CXEM Teparuu aenarot uzydenue PC oqHol u3 Hanbosee akTyalnbHbIX
3aj1a4 KJIMHU4ecKoi Hesposoruu [boiiko A.H. u coasrt., 2022].

PC sBasiercst MHOro(akTOpHBIM 3a00JIEBaHUEM, B Pa3BUTUU KOTOPOTO UTPAIOT BaXKHYIO POJIb
BHelIIHHE (cpenoBbie) (akTophl: Ouomornyeckue (BO3ACMCTBHE BUPYCOB H/WIIM  MPOYUX
MUKpPOOPTraHU3MOB), Teorpapuyeckue, OHKOJIOTMYEeCKMe U Jp., a TaKXKe HaclleZCTBEHHAs
IPEAPaCTIONIOKEHHOCTh, 00ycIoBIHMBatomas ocodeHHocty Merabonmsma LIHC u xapakTep ”MMYHHOTO
orBeta [3axapoBa M.H. u coasr., 2018]. Knunuueckue nposiBieHuss u teueHue PC cymiecTBeHHO
BapbUPYIOT B Pa3IUYHBIX KIMMAaTO-TreorpaduyecKux 30HAX M ITHUYECKUX TPYMMax, U TpeOyroT
nornonHuTenbHoro usydenus [Cusepuesa C. A. u coasT., 2011]. HepaBHomepHoe pacnpoctpanenue PC
B Pa3HBIX NOMYJSLUAX MOATBEPKIAET BAXKHYIO POJIb TEHETHUECKOTO (paKkTopa B pa3BUTHH 3a00JI€BAHUS
[Tumarea S1.P. u coast., 2022].

HccnenoBanus pacnpoCTpaHEHHOCTH, 3aboneBaeMocTH, TeuyeHHss PC B pa3iaMuHBIX peruoHax
JAlOT IE€HHbIE KIMHUKO-3HJIEMUOJIOTUYECKUE JaHHble, HEOOXOJUMbIE JUIs COBEPILIEHCTBOBAHUS
OpraHM3alMyl MEIUIIMHCKON IOMOIIM IMpU JAHHOM 3a00JIEBaHUU C YYETOM STHOPETMOHAJIbHBIX
0COOEHHOCTEH.

Crenenb pa3pad0TaHHOCTH TeMbl HCCJICIOBAHUS

Nzyuenue pacrpoctpaHeHHOCTH U 3a0osieBaeMoctd PC mpoBoAUTCS BO MHOTUX CTpaHax MHpa,
BKimrodasgs Poccuro. PacnipoctpanenHocts PC B Hamield cTpaHe HOCHT HEOIHOPOJHBIM XapakTep M
kosebnercst ot 16,9 ciyyas Ha 100 Thic. HaceneHus B Pecniyonuke Uurymerus no 75,4 - B Anraiickom
kpae u 78,5 - B SIpocnaBckoii oonactu [Cmaruna U.B. u coasr., 2019; Cnupun H.H., 2020; ['onuapoBa
3.A. u coasr., 2022].

Uzyuenne PC B PecnybOnuke bamkoprocran (PB) mpoBoamiocs Ha kadenpe HeBposoruu

bamkupckoro MeTUIIMHCKOTO MHCTUTYTa (HbIHE — bBamKupckuil rocyaapcTBEHHBIH MeTUIIMHCKUN



yHuBepcuTeT) ¢ 1948 1. OCHOBHOE BHUMaHUE YIESUIOCHh BBIICHEHUIO CBSI3M MexAy dactotod PC u
PUPOAHO-TeorpapuueckuMu (PaKTOpaMu, B YACTHOCTH, C COJACPKAHUEM MHUKPOAIIEMEHTOB B MOYBAX
[bakupor A.I"., 1988]. OmHrMu U3 nepBbIX B cTpaHe B Pb Havanu n3yueHue BIAMSHUS YKOJIOTUUYCCKON
CUTYaIlMH Ha 3MHUACMHOJIOTHIO IEMHUCIHHU3UPYOIMUX 3a0oneBanuii [bopucosa H.A., Kauemaes B.II.,
1992]. Pecnybnukanckuii peructp OonpHbIXx ¢ PC Bemercs ¢ 1999 1., mpomomkaercs u3ydeHUe
SMHJIEMHOJIOTUHU M HACJIEACTBEHHBIX (hakTopoB mpu PC.

MHuoronanvonaipHoe HaceneHue Pb, pacnonoxeHHoil Ha creike EBponbel u A3zun,
XapakTepu3yeTcsi cBoeoOpazueM TeHO(pOHIa, HeCcylluM B ce0e B PAa3IMYHBIX MPOMOPIMIX Kak
€BpOIICOUIHbIA, TaK W a3uarckuil KomioHeHTbl [XycHyrauHoBa 3.K., 2014]. VYHuKanbHOCTH
reorpauueckoro TOJOKEHHUS PEruoHa, SBISIOMIETOCsS MEPEeKPECTKOM MHUTPALMOHHBIX MOTOKOB,
HAJIMYME  DKOJIOTHYECKHX  (aktopoB  (pa3Buras  HedTenepepalbaTbIBaromias,  XUMHUYECKas
MIPOMBIIUIEHHOCTH ) OMPEACTUIN aKTyaIbHOCTh U3yUEHUS SMUIEMUOJIOTHYECKUX MTOKa3aTenel, TeueHus
PC, a Takxe reHetTnueckux ¢pakTopoB pucka ero pazpurus B Pb.

eas uccaenoBanus.

N3yunTh qTUHAMMKY KIMHUKO-3nMAeMuonornyeckux nokasareneit PC B Pb 3a nepuon 2004-2024
IT. U TEHETHYECKUE MPEIUKTOPbl €ro pa3BUTHUA ISl ONTUMHU3ALMH MEIUKO-COLUAIBbHON IMOMOILIU
0O0JIBHBIM C IaHHBIM 3200JIeBaHUEM.

3agaum uccier0BaHus:

1. Ouenuth TUHAMHKY diuieMuonorundeckux nokasareneit PC B Pb 3a nepuog 2004-2024 rr.

2. V3yunth 0COOEHHOCTH KIMHUYECKOW KapTUHBI, TeueHuss PC u nmepBUYHON MHBAIMIU3AINY,
CBsI3aHHOM ¢ HUM, B Pb.

3. IlpoaHanu3upoBaTh MOKa3aTeNN MPOJODKUTEIIEHOCTH KU3HH U CTPYKTYPY CMEPTHOCTH Y
nanueHToB ¢ PC B Pb.

4. BoisButh reHernyeckue npeaukropbl PC Ha ocHOBe MomureHHoro ananusa renoB IL1R1,
IL10, IL12B, IL2, IL2ZRA u IL7R.

Hayuynasi HOBU3HA HcciIe10BaHus.

BrniepBble ipoBenieH aHanu3 AMHAMUKY ITOKa3zaresel 3a0oaeBaeMoCTy U pacupocTpaHeHHocTd PC
B Pb 3a 2004-2024 roasl. BeisiBieH poct 3ab6oneBaeMoctu U pacnpocTpaHeHHOCTH PC Kak B ropoacKoid,
Tak M B CEIbCKOW nomymsauusx. Brnepseie nposeneHo msydeHue arpeccuBHoro PC B Pb, kotopsrit
BcTpeyaercs y 8,9 % marueHtoB. BriepBble mpoaHanu3upoBaHa yacToTa MHBAIMIN3ALNS TAIIIEHTOB C
PC B Pb. 3a mepuon 2021 - 2023 rr. BBISIBIEHO YBelIMYEHHE aOCOIIOTHOIO 4Mcia MPU3HAHHBIX
WHBAJIMJIaMU BCJIEJCTBUE JAHHOM MAaToJIOTMU. YCTAHOBIEHO, YTO MHBanuau3auus Bcieactsue PC B
MOAABIISAIONIEM OOJIBITMHCTBE CIy4aeB HAOM0aeTCsl y JIUI] TPYILOCIOCOOHOTO Bo3pacTa U Oosee, ueM B
MOJIOBUHE CJIy4YaeB — y JKEHIIIMH, Yallle MOJIOJ0ro BO3pacTa.

BriepBeie mpoBeneHO H3ydeHHE NPOIOJDKUTENBHOCTH >KU3HHM, CMEPTHOCTH U €€ MPUYHH Yy

6o1bHBIX ¢ PC B PB. Tlokazano, uro cymecTBeHHas 1o npuuuH cMeptu nipu PC cBsa3aHa ¢ camum



3a00JIeBaHUEM U €r0 OCJIOKHEHUSMHU. [IpogeMOHCTpUpPOBAHO yBEIMUYEHHE PHCKA MPEXIEBPEMEHHON
cmeptu npu PC B 2 pasa.

YcraHoBIeHO, 4TO oauMopdHbIe BapuaHThl TeHOB IL7R (151494558, rs10624573 u rs6897932),
ILIR1 (rs2287047), IL2RA (rs12722580) u IL10 (rs1800872) BHOCAT 3HAYUMBIA BKJIaa B
HACJIEICTBEHHYIO IIPEAPACION0KEHHOCTh K pa3sutuio PC.

TeopeTnyeckasi 1 NpaKTHYECKAas 3HAYMMOCTDH MCCJIeI0BAHMS.

[TpoBeneHHOE HCCIIEIOBAHNE MTO3BOJIMIIO OLICHUTh JUHAMUKY STHIEMHOIOIMYECKIX ITOKa3aTesei
PC B Pb 3a mnocnenHue pecaTtuierus, 4YTO JacT BO3MOYKHOCTb OpraHaM 31paBOOXpaHEHHUs
ONTUMHU3UPOBATh OPraHU3ALMUIO0 OKAa3aHWUsS CIELUATU3UPOBAHHON NOMOUIM OOJBHBIM C JaHHBIM
3a0oneBanueM. CeneHus 0 BapuaHTax TeueHus: PC crmocoOCTBYIOT COBEpIICHCTBOBAHUIO TUATHOCTUKU
PC u Oonee muddepeHunpoBaHHOMY MOAXONY K IUIAHHPOBAHUIO JIeUeOHO-PEabUINTAMOHHOTO
npoiiecca.

BeisiBnennoe B Pb yBennueHue mokaszareneil nepBUYHOW HHBanMIHOCTU Beiaenactsue PC,
0COOCHHO CpeaH MAIMeHTOB TPYAOCIOCOOHOTO BO3pacTa, MO3BOJIUT pa3padoTarh KOMIUIEKC Mep IO
CHI)KEHUIO MHBAMAM3AUUU. AHanu3 cTpykTypsl cMepTHOCTH ipu PC B Pb ciocoOcTBYyeT BhIsIBIIEHUIO
Hau0oJiee YacThIX MPUYUH CMEPTH B JAHHOM KaTErOpUU MALUEHTOB U pa3paboTke 3PHEKTUBHBIX MEp
[0 YBEJIMUYEHUIO MPOJODKUTEIIBHOCTH UX JKU3HHU.

BrlsiBIIeHHBIE TEHETHYECKHE TMONMMMOP(GU3MBI TTO3BOJISAT ONTHMHU3UPOBATH IMPOTHO3UPOBAHHE
pucka passutus PC. Pe3ynmbrarsl mcciieoBaHHS MPEICTABISAIOT HMHTEPEC Ui Pa3IMYHBIX OOnacTei
MEIUIUHCKOM HAyKH U MIPAKTUYECKOrO 3/JpaBOOXPAHEHUS.

ITo105eHusl, BBIHOCMMbIE HA 3aLUTY.

1. 3a nmepuog 2004-2024 rr. B8 Pb HaOmronanock yBelMueHHUE MOKa3aTesieid 3a00J€BaeMOCTH U
pacnpoctpanenHoctd PC, 4TO CBS3aHO KakK C COBEPIICHCTBOBAHHEM METOJOJOTHH JUATHOCTHKH
3a00J1eBaHus, TaK U C UCTUHHBIM pOCcTOM 4ncia 60ibHbIX. PC B Pb uaie HaOmonaeTcs y )KeHIUH, YeM
y MYXXUHH, Y )KHUTeJIeH roposioB, YeM CEJIbCKUX pailoHOB, Y MpeACTaBUTENEH eBPONEHCKON MOMYIISIIUU
110 CPAaBHEHUIO C A3UATCKOM.

2. lns GompmmHcTBa OOnmbHBIX ¢ PC B Pb XapakTepHO THUNHYHOE TeueHHE 3a0o0JeBaHWE,
MOHOCHMIITOMHBIA J1e0toT B Bo3pacte 20-34 jer; arpeccuBHoe TeueHue PC nHabmonmaerca y 8,9%
nanuenToB. 3a nepuoj 2016-2023 rr. orMeuancs pocT uucia 6oibHbIX PC, BIepBble NMPU3HAHHBIX
WHBAJIMJIAMH, CPEJIM HUX Mpeodanany skeHuuHbl (67.1 %), nmuia TpynocrnocooHoro Bo3pacta (84,7%).

3. OxumaemMasi pOIOJKUTEIBHOCTD KHU3HH Y 00IbHBIX PC TOCTOBEpHO HUXKE TTO CPABHEHUIO C
obmeit nmonymsuein (p <0,05). [Ipu PC puck mpexneBpeMeHHOW CMEpTH TNOBHIIIEH B 2 pa3a. B
CTPYKType NpPUYMH CMEPTH MNpeodialaloT COCTOSHUS, CBsi3aHHBIE HemocpenactBeHHo ¢ PC u ero
OCIIOKHEHHUSIMHU.

4. Tlomumopdubie BapuanThl reHoB IL7R (rs1494558, rs10624573 u rs6897932), IL1R1
(rs2287047), IL2RA (rs12722580) u 1L10 (rs1800872) accormupoBatsl ¢ puckom pa3suts PC.



JIMuHBbIA BKJIAJ aBTOpA.

ABTOp JMCCEPTAIMOHHON pabOTHl CaMOCTOSATENBHO MPOBET aHAJIU3 COBPEMEHHOTO COCTOSHUS
npo0ieMbl, cHOPMYTUPOBAI EIUW M 3a/la4d HCCIIEOBaHUs, pa3padoTan MPOTOKON HCCIIEAOBAHHUSA,
o0cieZIoBaHMsI NAllMEHTOB, BKJIIOYEHHBIX B HCCIIEAOBaHME, IOATOTOBMJI IEeyaTHble MyOIMKalUU U
COOOLIEHUH 1O TeMe JUCCepTAllMOHHOIO HCCIIEAOBaHMs. ABTOp CaMOCTOSTENBHO IPOBEN
CTaTUCTUYECKUN aHalIM3 TOJIYYEHHBIX JAHHBIX, OCYIIECTBWJI HHTEPIPETALUIO PE3YIHTAaTOB
UCCJIEJIOBAHHUS.

CreneHb 10CTOBEPHOCTH M anipodanus pe3y/ibTaToB.

Crenenp JOCTOBEPHOCTH AMCCEPTALMOHHOIO MCCIENOBAaHUS  ONPEACIACTCS  KIMHUKO-
MHCTPYMEHTAJIBHBIM 00CIEJOBAHUEM DEIPE3CHTATUBHONM TPYyMIbI  OOJIBHBIX, COOTBETCTBYIOIIMX
YCTAHOBJIEHHBIM KPUTEPHUSM BKJIIOUEHUS U HEBKJIIOYEHHUS B HCCIEIOBaHUE, HCIOIb30BAaHUEM
COBPEMEHHBIX HMH()OPMATUBHBIX METONOB JuarHocTuku PC B COOTBETCTBUHM C COBPEMEHHBIMHU
pexomeHnanusMu. [IpoTokon uccnenoBanus omoOpeH JIOKalbHBIM JITHUYECKUM KoMHTeTOM BI'MY
(mpotokon Ne 6 ot 19 oxrabps 2022 r.). OCHOBHBIE HayYHBIE MOJIOKEHUS, BBIBOJBI U MPAKTHUECKUE
pEeKOMEeHJalMK JUCCEPTALMU JIOTUUHO BBITEKAIOT U3 PE3YJIBTAaTOB BBIIIOJIHEHHOTO UCCIIEI0BaHMUS.

Huccepranus anpoOMpoBaHa U PEKOMEH/I0BaHa K 3alUTe Ha 3aceJaHUU Kadeapbl HEBPOJIOTUH
OI'bOY BO Bamkupckuii rocygapcTBEHHBIM MEAUIIMHCKUN yHUBEpcUTeT I. Y da, nmporokon Ne ot 14
mapta 2025 ., Ha 3aceqaHuu pooIeMHo koMuccun «lIcuxuarpust, HApKOJIOTHsI U HEPBHBIE OOIE3HI
npotokoi Ne2 ot 24 mapra 20251

Marepuansl auccepTalMy ObLIM MPEICTABICHBI B BUJE YCTHBIX M IOCTEPHBIX JTOKJIAJOB Ha
CIIeAyIOINX KoH(pepeHIMsx: Beepoccuiickolt HaydHO-nIpakTHueckoil koHpepeHuuu «HoBble acnekTs
naroreHerudyeckod u cumnromarnueckot tepanuu PC u 3CHOM» (Spocnasns, 2022 r);
MEXpEruoHaIbHOW HayYHO-TIPAKTUYECKON KOH(pEpEeHInU ¢ MeKayHapoaHbiM yuactueM (Ilepmsb, 2022
I.); Beepoccuiickoit HayuHO-ITPaKTUYECKOM KOH(pepeHINH «AyTOMMYHHbIE 3a00J1€BaHUs B HEBPOJIOTHHU:
paHHU#M crapT — ko4 K ycnexy» (Hoocubupck, 2023r.); Beepoccuiickoil HayyHO-IpakTH4eCKOM
KOH(EpEHIUH TSl PAKTUKYIONINX Bpadeil «/lemuenuausupyromue 3adoneBanus» (Mocksa, 2023r1.);
MexucuuIMHapHoi KOH(epeHIIUN ¢ MeXIyHapOoJHbIM yyacTHeM «BeliHoBckue uteHus» (Mockaa,
2023r.); MexXpernoHaJbHOH HAyYHO-IPAKTUYECKOM KOH(pEpeHIMH «AKTyalbHble MPOOIEMBI
JMarHOCTUKU U Teparuu JAeMUETMHU3UpYIoMUX 3abosneBanuit» (OpenOypr, 2023 r.); 5-M KoHrpecce
POKUPC «PC u npyrue nemuenuauzupyromme 3adoneanusi» (Y da, 2023 r.); Bcepoccuiickoit HaydHO-
npakTuueckol  koHgpepeHunun — «llepcneKTUBHBIE  HAmpaBi€HUS  JAMArHOCTUKM U Tepanuu
JeMHUEIMHU3UPYIONIMX 3a0oneBanuii» (SIpocnasis, 2023 1.); MexxpernoHaabHON HayYHO-IIPAKTHYECKOM
KoHpepeHIUU «AyTOMMMYyHHbIE 3aboneBaHuss B  HeBposnorun» (PocroB-na-Ilony, 2024);
Bcepoccuiickoli HaydHO-TIPAKTUYECKONH KOH(MEPEHIIMU ¢ MEXIYHApOJHBIM ydacTueM «PaccesHHBII
CKJIEpO3 M JIpyrue ayTOMMMYHHbBIE 3a0oyieBaHUsT HEpBHOW cuctembl» (MockBa, 2024r.);

MexpernoHanbHONM Hay4yHO-TIpakTH4eCKOW KoH(pepeHunn «HeBponorus: peaauu U NEepPCHEKTUBBI



(OpenbOypr, 2024r.), Bcepoccuiickoit HaydHO-TIpakTHYeCcKOil KoH(pepeHuun «HoBble HampaBiICHHUS
JMAarHOCTUKYU M TePAallK JeMUEITMHU3UPYIOMINX 3a0osieBanuii» (Spocnasip, 2024r.).
IIy0nukanuu no reMe AuccepTalUM.

OcHoBHBIE MaTepHuaibl pabOThl U3JIOKEHBI B 23 MyOauKanusx, U3 HUX 13 B pereH3upyeMbIX
MEPUOANYECKUX H3/IaHUSX, PEKOMEHIOBaHHBIX BhIcIiel arTecTalmoHHON Komuccued MHUHOOpHaAyKu
Poccun.

BHenpenue pe3y/1bTaToB HCCIe10BAHUS B IPAKTHKY.

Pe3ynbrarel uccnenoBaHus BHEPEHBI B paO0OTY HEBPOJIOTHUECKUX OTAeIeHH PecryOnrkanckoit
knuandeckoi 6onpHUIEI (PKB) M. I KyBarosa, Knuauku ®@I'BOY BO BI'MY, a takxke B nporecc
JEKIIMOHHOTO W MPAaKTUYECKOTO0 OOyuYeHHs] OpAWHATOPOB, ACIUPAHTOB, Ciymliaresnedl Ha Kadempax
HEBPOJIOTUH; HEUPOXUPYPTHM ¥ MEIUIMHCKONH peaOMiIUTaluu, MEAULIUHCKOW TEeHETUKH |
dbynnamentansaoit Mmenuuuuasl ®I'BOY BO BI'MY.

Ju3aiiH 1 MeT0/10JIOTHS HCCJIeJOBAHMSI.

OObeKkTOM HuccienoBaHUs ObUIM OOJIBHBIE C JOCTOBEpHBIM jauarHo3oM PC, mpenmerom
UCCIIEIOBaHMsI - KIIIOYEBbIE KIMHUKO-3nuAeMuosnornyeckue acnekrsl PC. Jlng ycTaHOBIEHUS U
Bepudukanuu auarfosa PC ucronb30BaHbl COBPEMEHHBIE OOMICTIPUHATHIE KPUTEPUM TUATHOCTUKH,
BKJIIOYAIOIINE KIMHUYECKHE U JabOpaTOpHO-MHCTPYMEHTANbHBIE IOKa3aTesld. Y BCEX NaIlMeHTOB
IPOBOJIMJIACH OLEHKAa KIMHUKO-IEMOrpaMuecKuX JaHHBIX, aHamMHe3a 3a0oJieBaHUs, CEMEHHOro
aHaMHe3a, HEBPOJIOTMYECKOTO U COMAaTUYECKOTO CTaTyca, JaHHBIX HEHpOBU3yaIu3alllu.

PaGora Brirouana B cebs onucaTenbHoe 3nuaemMuoiaorunueckoe uccinenosanue PC B Pb, ananus
OCHOBHBIX KJIMHHYECKHX OCOOCHHOCTEH 3a00sieBaHUs, UX JUHAMHUKY U COBPEMEHHbIE TEHICHLUH, a
TaK)Ke MccliejloBaHne renernyeckux gaxropos pucka PC B nonynsiuu Pb.

Hayunast mMerononorusi MCClEOBaHUS U HCHOJIb30BaHHBIE METOABI JUATHOCTUKH SIBIISIOTCS
COBPEMEHHBIMU, MH(POPMATUBHBIMU, MOJIYYEHHBIE NMPU HX HCIOIb30BAHUHM PE3YNIbTaThl MOTYT OBITh
COIIOCTABJIEHBI C pE3yabTaTaMu JAPYTUX UCCIIEN0BATEIEH B JTAaHHOM HaIPaBICHHH.

CTpyKTypa U 00b€M qUCCEPTAIIUH.

JluccepTallmoHHOE UCCIIeIOBaHNE U3TI0KEHO Ha 143 cTpaHuUIax, COCTOUT U3 BBEJAEHUs, 0030pa
JUTEpaTypbl, ONMCAHUS MaTepHalloB M METOJOB HCCIEIOBaHMS, pe3ylIbTaTOB COOCTBEHHBIX
WCCJIEJOBAHNUN, 3aKJIIOYEHMsSI, BBIBOJOB, IPAKTUYECKUX PEKOMEHJAIMM, CIUCKAa HCIOJIb30BaHHOU
nuteparypbl. Jluccepramus wumroctpupoBana 20 Tabmumamu U 6 pucyHkamu. CIUCOK JTUTEpaTyphl
COJIEPKUT 81 OTe4eCTBEHHBIX U 165 NHOCTPAHHBIX HCTOYHHUKOB.

CooTBeTcTBHE JUCCEPTALMM NACIIOPTY HAYYHOM CHIENHATbHOCTH.

Ilo cBoell akTyalnbHOCTH, HAaydHOH HOBH3HE, IMPAKTHUYECKOM M TEOPETUYECKON 3HAUMMOCTH
coJiepKaHue JaHHOM JUCCEepTAlMOHHON paboThl cOOTBETCTBYeT llacmopTy Hay4yHOM clielnuaibHOCTH:
3.1.24. «Hesponorusi», mnpeameTHas o01acTh HCCIEAOBAaHUS COOTBETCTBYET MYHKTY: 4.

Jemuenuuusupyromue 3a005ieBaHus HEPBHOM CHCTEMBI (3MUAEMHUOJIOTUS (PacpOCTPAaHEHHOCTh U



3a00JI€Ba€MOCTh, CO3JaHUE PETHCTPOB), MaToreHe3 (MojekysipHas Ouosorus)) Ilacmopra HaydHBIX

cnennanbHocTeit BAK MunoOpnayku Poccun (MenunuHcKke HayKH).

COJAEPKAHUE PABOTHBI

O01mas xapakTepucTuKa 00bEKTOB UCCIEI0BAHNS M METOAbI UCCJIeI0BAHUS.

Pabora npoBoaunacek Ha kadeape HeBposorun ®I'BOY BO BI'MY na 6a3e PecyOinkanckoro
nentpa (PI[) PC PKb um. I'T. KyBatoBa (r. Ydpa) c¢ 2020 mo 2024 rr. WccrnenoBanme
OHMOJIOTHYECKOr0 MaTepHaja MPOBOAMIOCH B JIabopaTopuu (PU3MOIOTHYECKON reHeTuku MHcTuTyTta
ouoxumun U reHetukn @I'BHY «Ydbumckuii genepanbHblil Mccaen0BaTebCKU EHTp Poccuiickoit
aKaJIeMUH HAYK».

Kpumepuu exnouenus 6 ucciedosanue: Bo3pacT crapiie 18 jeT; Haluuue yCTaHOBJIECHHOIO
nuarHo3a PC B coorBercTBuu ¢ kputepusimu Mak/lonanpna 2017 r., Pozer C.M. et al., 1983 r;
npoxxuBanue Ha Tepputopuu Pb He menee 5 net; noanucannoe nHGOPMUPOBAHHOE COITIACHE HA y4acTHe
B uccienoBaHuu. Kpumepuu Heskmouenus 6 ucciedoganue: BO3pacT Moiloxke 18; orcyrcrBue
MOJIMUCAHHOTO MH(POPMUPOBAHHOTO COTIIACHS HA YIACTHE B UCCIICIOBAaHUH.

[IpuHuMas BO BHHMaHHE, YTO OCHOBHOE YMCJIO PECHOHACHTOB OBLIIO BKJIFOUEHO B HACTOSIIEE
HCCJIEJIOBaHUE [0 MYOJIMKAlUA HOBBIX MEPECMOTPEHHBIX KpuTepueB nuarHoctuku PC Mak/lonanbna
2017 1., pe3yapTarbl KIMHUYECKOTO W HWHCTPYMEHTAIBLHOTO OOCIEAOBaHUS ObUIM IOJBEPTHYTHI
MIOBTOPHOMY aHaJIHM3y, 32 HCKIIOUCHUEM yMEpIIHX MMAalMEHTOB M TEX, y KOro HalOomanach rpyodas
unBanuanzanus (EDSS >7.5 6annoB), KOTOpbIM JUArHO3 BBICTABIISAJICS KIMHUYECKH IO KPUTEPUAM
Pozer C.M. et al., 1983 1.

Bcem nmanmenTam He MEHee OJTHOTO pa3a B TE€UEHHUE rojia IPOBOAMIACH MATHUTHO-PE30HAHCHAS
tomorpapuss (MPT) romoBHOro u cnMHHOrOo Mosra ¢ ucnoiab3oBaHueM MP-tomorpadoB c
HaMpPsKEHHOCThI0 MarHUTHOTO ToJyig B 1,5 T mo yHuUIMPOBAaHHOMY TPOTOKOIY C KOHTPACTHBIM
YCUJIEHHEM B CTAHJAPTHBIX J03UPOBKaX.

3a mepuon c¢ 2004 mo 2024 rr. mpoaHanu3upoBaHa HHGOpPMALUsS O BCEX MAaLMEHTaX C
YCTaHOBJICHHBIM JTuarHo3omM poctoBepHoro PC, coctosmux Ha yuete B P1] PC.

Pacnipoctpanennocts PC paccunTthiBanach Kak YMCIIO MAIIMEHTOB C JOCTOBEPHBIM JTUATHO30M
PC, npoxxuBaromux Ha uzydaemoii reppuropun, Ha 100 000 HaceneHnus, 3a601€Ba€MOCTb - YUCIIO HOBBIX
BBISIBJIEHHBIX NalueHToB B roay, Ha 100 000 nacenenus. Mcnonb30Baauck JaHHBIE O MTOJIOBO3PACTHOM
CTPYKType M3y4JaeMbIX TOMYJISIHMA, TOTyIeHHbIe Ipu Beepoccuiickoii mepenucy HaceneHust 2021 1. u
nannbie PoccraTa 3a 2020-2024 tr.

[Tockonbky BO3pacT W MOJ BIUSIIOT Ha puUCK pa3Butus PC, nis HUBETUPOBAHUS BIUSHUS

CTPYKTYPBI MNOIIYJIANUU HOpPU CPABHUTCIBLHBIX SIMHUACMHUOJIOTHYCCKUX HCCICHOBAHUAX HNPUMCHACTCA



METOJ CTaHJapTH3alMyd ToKaszarened. B cBoeil paboTe MBI UCMOJB30BAIM  CTaHIAPTHYIO
MEXyHApOAHYIO eBporeickyto nomymsauuto [Waterhaus J. et al., 1976].

[Tpu BeInenenuu tuna teuenust PC npumensiin onpenenenue Lublin F.D., Reingold S.C. (1996),
BKJIIOYAONUX 4 OCHOBHBIX BapuaHTa: peMutTrpyronuii (PPC), Bropuuno-nporpeccupytomiuii (BITPC),
MEPBUYHO-TIPOTPECCUPYIOLIUM (TIIIPC) u MPOTPECCUPYIONIE-PEMUTTUPYIOIIHI (TTPPC).
BbIpakeHHOCTh HEBPOJIOTUYECKOTO Je(UIUTAa OLIEHUBAIACH B COOTBETCTBUH C MEXKIyHAPOIHBIMU
HIKaJIaMu: TKasia QyHKIMoHanbHBIX cucteM 1o Kyprike (OC) u pacumpeHHas iKaia HHBAIHIU3AIIN
EDSS [Kurtzke J.F., 1983]. Iisi OIeHKHM CKOPOCTH HapacTaHWUsS HEBPOJOTHYECKOTO aeduiura
pPacCCUMTBIBAIICA «UHIEKC IMPOTrPECCUPOBAHUSA» KakK OTHOIIeHHe Moka3arens PC K IIuTenbHOCTH
6onesnu B rogax [Verjans E. et al., 1983].

[Ipoananu3upoBan arpeccuBHbIi TuUll TedeHUs: PC, TpeOyrommii OBICTPOro Ha3HAYEHUS
Bbicok0d(pdexTuBHbIX [IMTPC. dns onpenenenus bIIPC u BAPC ucnons3oBanu Kputepuu, ykazaHHbIC
B Kimmanueckux pexomenganuii mo PC (2022 r.). JnutensHocts jeuenusi 0onbHbix PC [TUTPC Obuta
He MeHee | rona.

[IpoBenen aHanu3 MaUeHToB, KoTophle 3a 5 1 10 set 3a001eBaHMsI CTAIU HETPYAOCIIOCOOHBIMH,
TO ecTh UM ObLia onpeaeneHa | wiu Il rpynna uaBanuanoctu. Kontposem Oblia rpymmna NaiieHToB ¢
PC, xotopsie 3a 5-10 ner 3a0oiieBaHHsS HE WMENH OTPAHMYEHUN TPYIOCIOCOOHOCTH M TPYIIIBI
MHBaJIUIHOCTH.

[Ipu uzyuenuu cemeiinpix ciaydaeB PC paccunTsiBascs oOLIMi pUCK TOBTOPSIEMOCTH (IIPOLIEHT
poactBeHHUKOB ¢ PC BHYTpHM HccleayeMoil Tpymmbl) U CEMEHHBIA PUCK MOBTOPSIEMOCTH (TPOIICHT
cemeil mpoOaHI0B, B KOTOPBIX MMeeTcst BTopoii ciryuait PC).

N3y4deHbl NpoAoIKUTEIBHOCTD KU3HU, CMEPTHOCTH U €€ MpU4MHbI y nauneHToB ¢ PC. [Tpuunna
cMepTH ObLIa OmIpesiesieHa Ha OCHOBaHHUM cBeJieHUH o cmepTH, umeromuecs B PMUAC Pb nnu cipaBke
o cMeptH (popma Ne33), mpenocTaBiIeHHBIX POJICTBEHHUKaMU. MccnenoBanue onupaercs Ha JaHHbIE
Poccuiickoro cratuctuueckoro exeroanuka, 2023 r., Jlemorpaduueckoro exxeronnuka Poccun, 2023 1.,

Craructuueckoro coopHuka bamkoprocrancrara «CmeprHocTs Hacenenus: Pby, Ya, 2023 r.

JlabopaTopHbie MeTOAbI HCCJICIOBAHUS

MatepuanaoM s MOJIEKYJISPHO-TEHETHYECKOT0 HCCIeNoBaHus ciayxkunu oOpasinsl JIHK,
MOJIYYeHHBIE W3 IIEbHON BEHO3HOW KpoBW 227 3m0poBbIX 100poBoibieB M 131 GompHoro PC.
HccnenoBaHue BBIMOJIHEHO HAa STHUYECKH OJHOPOJHON rpymme (Ttatapsl, nmpoxusatouiie B PB). Bee
JUIAa KOHTPOJIBHOW TpyMIbl W rpymnibl nanueHToB PC 1o 3THUYECKON NPUHAANEKHOCTH SBISUIUCH
tarapamu. JlJis BBISICHEHUSI STHUYECKON MPUHAMJIEKHOCTH MPOBOIWIM HHAMBUAYAIBHBIA OMNPOC C
YTOYHEHHUEM HAIIMOHAJILHOCTH TI0 00EUM POIUTEIHCKAM JIUHUSAM JI0 3-TO MOKOJICHUSI.

JIHK Bwimensii cTaHAApTHBIM METOIOM (PEHOJIBHO-XJIOPO(POPMHON HIKCTpaKIuu U3 8§ MII

LEJIbHOM BEHO3HOM KpOBH. [E€HOTMNMPOBAHME NPOBOAWIN IPU IOMOIIM IOJIMMEPAZHOM LENHOMN
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peakmuu (IILP) wm IIIIP c mocnenyromum aHamu3oM mNoauMopdu3Ma UIMH PEeCTPUKIIMOHHBIX
¢parmentos  (IIJP®) ¢ ucnons3oBanueM TepMomukiepa T100™  (BioRad, CIIIA).
ONUroHyKJICOTHIHBIE MpaiiMepsl MoAOUpanu ¢ mpUMeHeHneM mnaketa nporpamm DNAStar v. 5.05 u
6a3b1 nanHbix NCBI (http:// www.ncbi.nlm.nih.gov/SNP). [TomydeHnHblie B pe3ynbTare aMinpuKaig 1
peCTpUKIUN (parMEeHThl pa3ieisuld IpU MOMOIM 3eKkTpodopesa B 2%-HOM arapo3HoOM reie u
UICHTU(HUIMPOBAIIH C MTOMOIIBIO BUEOTEIbI0KyMEHTHpPYIOMIEeH cucteMbl Mega-Bioprint 1100 (Vilber
Lourmat, ®panuus).
CrarucTuyeckasi 00padoTKa JaHHBIX

CraTHCTUYECKUH aHAJIN3 IOJYYEHHBIX JAaHHBIX BBINOJHEH C HCIOJIb30BAHUEM IAKETOB
npukiaaaeix nporpamm Microsoft Excel 2024 («Microsofty, CILIA) u Statistica v.12 («StatSoft Inc.»,
CIIIA). B pabore ObLIM HUCHOJIB30BAaHBI METOMBI OIMKCATEIHHOW W AHATUTHUYECKON CTATUCTHUKU.
CraTucTH4ecKH 3HaUMMBIMU cuuTany pasianuus npu p <0,05.

IIpoBepky pacrpenesieHusl NEPEeMEHHbIX Ha HOPMAJIbHOCTh OCYLIECTBISUIM C ITOMOIIBIO TECTa
Konmoroposa-CmupHoBa. 11 cpaBHEHHs 3HaYEHUH IEPEMEHHBIX UCII0JIb30BaHbl HENapaMeTPUUECKUE
Metonapl aHanu3za AaHHbIX (U-kpurepuit Manna-YutHu). CpaBHEHHME OTHOCHTENBHBIX YacTOT
TIPOBOIMIOCH C TIOMOIIBIO KPHTEPHS x> C HOIpaBKoil Merca. Pe3ynmbTaTsl HpenCTaBIEHHl B BHJIE
BbIOOpouHOro cpennHero (M) c yka3zaHuMeM CpeIHEKBaJpaTUYHOro OTKIOHeHus (SD) B ciyuae
HOPMAJIHOTO paclpe/esicHuss uin Meauansl (Me) ¢ yka3aHueM IepBoro u Tperbero kpaptuiei (Q1L,
Q3).

CrannaptuzupoBannble kodpduuuentsl cmeptHocTH (CKC) paccuuThiBaaM Kak OTHOLIEHHE
Ha0JII01aeMOT0 K 0’KUAAEMOMY YUCIy cMepTeil. OxkuaeMoe YUCiIo CMepTel pacCUUTHIBAIN UCXOJIS U3
nokasaTesieil cMepTHOCTH Hacenenus Pb B 3aBucuMoctu OT Bo3pacTa, 1moJja u nepuoja Habto1eHUS.

Jlnst oneHKM BBDKMBAEMOCTH Hcnoib3oBanics Mmerton Kammana-Meliepa. [Ipm moctpoenun
KPUBBIX BBDKMBAEMOCTH HCIIOJIB30BAJIUCH JIAHHBIE O BPEMEHU C MOMEHTA ITOCTAHOBKHM JUAarHo3a J0
cmept win o 01.01.2024 r. (mns 1eH3ypUpPOBAaHHBIX JAaHHBIX). VICIONB30BAINCH CTaHIApTHBIE
uHCTpyMeHThI TporpaMMbl IBM SPSS Statistics. 3HaunMocTh pa3nuduii Mex 1y rpyInamMu OlleHUBal1ach
C TIOMOIIIBIO JIOT-PAHTOBOIO TECTA.

Jlnist IpOBEpKH COOTBETCTBHSI TE€HOTUIIOB M ajulesiel 3akoHy Xapau-BalinOepra ncnosiab3oBaics
y>-KpuTepuid. HacTOThI TEHOTUIIOB U aJIJIENIEN MEXKIy TPYIIIaMy aHAIU3UPOBAIUCH C TOMOILBIO TOUHOTO
kputepuss Oumepa. Koppeknnio MHOXKECTBEHHBIX CPaBHEHHWU BBINOJHSAIN METOAOM beHmkxaMuHu-
XoxOepra A CHUKEHUS BEPOSITHOCTH OUIMOKHM MepBOro pojaa. CBsi3zb FE€HOTHUIOB ¢ 3a00JieBaHUEM
OLIEHUBAJIACh Uepe3 MokazaTesb oTHoueHus maHcoB (OR).

MoOIHOCTh CTaTUCTUUYECKOTO aHajIM3a OLEHUBalIach C MOMOIIBIO IporpaMMbl Quanto. /s
pacdera o0bemMa BBIOOPKH HCTOIb30Basack nHpopMalus o pacnpocrtpaneHHoctd PC B PB, gacrorax
MUHOPHBIX ayiened u wmomuoctd 80%. B amanmse accommaruii TeHETUYECKHX BapHaHTOB

ucrnonp3oBascs makeT SNPassoc B R [Gonzalez et al., 2007]. [Ins moumcka codeTaHui ajuieneu,
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aCCOITMUPOBAHHBIX c 3a00JICBaHHEM, HCITOJIb30BaJICs APSampler (Bepcust 3.6.0)
(http://apsampler.sourceforge.net/) [Favorov A.V. et al. 2005]. Koppekuus MHOXXECTBEHHBIX CpaBHEHUI
npoBoamiack MetojgoM benmkamuHu-Xox0epra [Benjamini and Hochberg 1995]. Jlns BbISBICHUS
HEJIMHEWHBIX B3aUMOACUCTBUNA MEXIY 3JI€MEHTaMH KOMOMHAUUN pacCUUTHIBAICS KOd(hdUIIUEHT
cunepruu SF [Cortina-Borja M. et al., 2009].

[IporuocTryeckne MOJENIN CTPOUIIMCH C HMCIIOJIB30BAaHHEM MHOTO()AKTOPHON JOrHMCTHYECKOM
perpeccuu ¢ IoUIaroBsIM 0TOOPOM nepeMeHHbIX. KauecTBo OMHAPHON KiTacCH(PHUKAIMK OLIEHUBAJIOCH C

noMoupto ROC-ananusa, a 1t KOJIM4eCTBEHHOM MHTEPIPETAIMU UCoJIb3oBascs nokaszaresns AUC.

PE3VJIBTATbBI UCCJIIEJOBAHUS.
OnucarejbHasi JNUAEMHOJIOTHS.

B Pb na kontponsHbiii aenb 01.01.2024 na yuere B PLIPC coctoutr 2624 nainueHTOB C
noctoBepHbiM nuarHozom PC: 1815 (69,2%) xenmmn u 809 (30,8%) MyxuuH (COOTHOIIECHUE
MY>KUYHUHBIKEHIIUHBI - 1:2,24).

CrangapTu3oBaHHBIA TOKa3aredab pacnpocTpaHeHHOcTH PC 1o BO3pacTHOH CTPYKType
Hacenenus (tabnuma 1) — 63,11 wa 100 000 HaceneHusi, 4YTO COOTBETCTBYET 30HE BBICOKOTO pPHCKa
pacIpoCTpaHEHHOCTH 3a00JIeBaHMs, y KEHIIUH paclpOCTPaHEHHOCTh Obula B 2 pa3a BbILIE, YEM Yy
MyxuuH - 83,65 u 40,7 na 100 000 nHacenenust coorsercteHHO (p <0,05).

Ta6muuna 1. Pacnpocrpanennocts PC na 100 000 nacenenus 8 Pb

[Tokazarenb Bce (2624) M (809) K (1815)
PacnipocTpaneHHOCTB 65,37 42,99 85,13
Pacnpocrpanennocts (crangaptus. ESP2013) 63,11 40,7 83,65

B 1989 r. pactipoctpanenHocts PC B bamkupun 6su1a 28:100 000 Hacenenus (bakupos A. I). B
nepuoa ¢ 1999 no 2004 r. ycpeaHeHHbIN CTaHIapTU30BaHHBIN MOKa3aTesb pacrpocTpaneHHoct PC
cocrasnsan 31,9 va 100 000 HaceneHusi, UTO COOTBETCTBOBAJIO 30HE CpeAHEro pucka pasButus PC, k
KOTOpO# OTHOCATCS MHOTHE pernoHbl Poccun. B 2004 r sxeHmuH 061710 - 466, mMyxuuH - 244 (1,9:1), To
€CTh HaOJIOIaeTCsl pOCT PacIpOCTPAHEHHOCTH 3a CUET JKEHIMH — yBeJlndeHue B 3,9 pa3, y MyX4uH

pacpoCTpaHeHHOCTh BeIpocia B 3,3 paza (p<0,05).
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Pucynok 1. Pacnpoctpanernnocts PC y My»XUUH U JKEHIIHMH 10 BO3PACTY

3a mocnemHue JBa JeCATUICTHs HAOMIOAAeTCs JIByXKpAaTHOE YBEJIMYCHHE IOKa3aTells
pacnpoctparneHHOCTH PC, 9T0 MOXET OBITH CIIEICTBHEM KaK UICTHHHOTO POCTa 3a00JI€BaEMOCTH, TaK U
COBEpIICHCTBOBAHUSI METOJIOB JMAarHOCTUKH, CIIOCOOCTBYIOLMX Ooniee TouHOMY BbisiBieHHI0 PC Ha
HayaJIbHBIX dTamax 3a00NieBaHUS M €ro MSATKUX, JOOpokauecTBeHHBIX (hopM. CoBepIIEHCTBOBAHHE
METOJIOB JICUCHUS W PEaOMIIUTAIMU, TOJIOKUTEIBHO BIUSIOMIUX HA MPOJOIKUTEIHHOCTH >KU3HU
OOJBHBIX, MOTYT TakXke MmoBblark yactory PC. MakcumanbHOe KoiaudecTBO manueHtoB ¢ PC (u
MY>KYHH, ¥ JKEHIINH) 3aperucTpUpoBaHo B Bozpacte 35-39 net (pucyHok 1).

[TomyueHHble pe3ynbTaThl COOTBETCTBYIOT JdaHHBIM 1o snujaemuonorun PC B Poccum, rme
nokasarenu pacnpoctpanenHoctu PC Bapsupyror ot 10 mo 80 cimywae wa 100 000 uenmoBek B
3aBUCHMOCTH OT PErMOHA U 3THUYECKOW MPUHAJUIKHOCTH HaceleHus. B macmrabax cTpaHbl Takxke
HaOMIOaeTCsl YBEIIMYEHUE COOTHOIICHHs JKEHIIMH M MYX4YWH, yBenudeHue 3aboneBaemoctu PC, B

OCHOBHOM, Y MOJIOJIbIX keHIIUH [boitko A.H., 2020].

IToxasarey pacIpoCTPaHEHHOCTH PACCESIHHOIO CKJIEP03a B pa3IM4HbIX paiionax Pb
B Pb 3aboneBanue pacnpocTpaHEHO HEPAaBHOMEPHO (PUCYHOK 2). BonpIIMHCTBO TeppUTOpUit
OTHOCHUTCSL K 30HaM HHU3Koro u cpeanero pucka PC — 35 paiionos (57,3%), B 30HY BBICOKOTO pHCKa

OTHOCSTCS, B OCHOBHOM, PaiOHBI C KPYITHBIMH [TPOMBIIIJIEHHBIMU TOpojiaMu -26 (42,6%).
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Pucynok 2. Pacnpocrpanennocts PC B Pb

B Pb pacnpoctpanensnocts PC B roponax ¢ pa3Butoi mpomsinuieHHOCThIO (73,23:100 000 —
2043 manueHTa) CTaTHCTUYECKH 3HAYMMO BBIIIE, 9eM B CeNbCKUX paifonax (38,89 : 100 000-521) (x2 -
171,79, p<0,001), uTo MOXKET yKka3bIBaTh Ha POJb IKOTOKCMKAHTOB B pa3zButuu PC [baxtusipora K.3.,
I'onuaposa 3.A., 2014].

Cpenu eBpormeiilieB (pycCKM€ U B HE3HAYUTETBHOM KOINUYECTBE MOPIBA, MAapHUUIIbI)
pacrpoCTpaHEHHOCTh CTAaTUCTUUECKU 3Ha4MMoO Bbimie - 74,3:100 000, yem B a3uaTcKOil MOMYJISIIUUA
(6amkupsl 1 Tatapsl) - 61,1: 100 000 (p<0,01). Paitonsl ¢ mpenMynecTBEHHO OATKHUPCKUM U TaTAPCKUM
HACEJICHHEM  ONPEACNIEHbl  COIIACHO  JaHHBIM  Bcepoccuiickoil — Mepenucu  HacelleHUs.
Pacnpoctpanennocts PC B paiioHax ¢ IpeuMyIIeCTBEHHO OAIIKUPCKUM HAceJIeHUEM CTaTUCTHYECKU
3HaYMMO MEHbILIE, YeM B palioHaX C NPEUMYIIECTBEHHO TaTapCKUM HACEIEHHEM, YTO BEPOSTHO
OTpakaeT TeHETUYECKUE PA3JINYUS Y ITUX, BO MHOTOM OJIM3KUX, HAPOIOB.

Panee npu ananuze yactotel PC y TIOpKCKHMX HapozoB (4yBaiel, Tarap)[Xadupos ®.A. u 1p.,
2020], xomu u komu-nepmsakoB [JKennun A.B., 2001; lyyanun O.I, 2003], sskyroB [MunypoBa A.P.,
2007] n y mpencraButeneit CeBepHoii KaBkazckoi rpymiibl (4e€pKecoB, YeUSHIIEB U narectanies) [['yces
E.N. u nop., 2004], Ob11M BBIABIICHBI OOJIee HU3KHE MOKA3aTENIH, YeM Y PYCCKUX, TPOKUBAIOIINX HA TEX

K€ TCPPUTOPUAX.

3abos1eBaeMOCTD PACCEAIHHBLIM CKJIEPO30M
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YcpenHneHHbIN 3a 5 JIeT CTaHIapTU3UPOBAHHBIN MO BO3pacTy IMOKaszaresb 3adoneBaemoct PC
cocraBmi 3,3 ciydast Ha 100 000 HaceneHus, TOCTOBEPHO BBILIE y KEHIIUH MOJIOZOTO Bo3pacrta (p
<0,05). B 2004 r. 3abomeBaemocth PC Obura 1,5:100 000, To ectb HabOmrOmaeTcss yBEIWYCHHE
3a0oeBaeMOCTH B 2 pasa 3a nocieaaue 20 jerT.

MakcumaiibHas 3a001eBaeMOCTh HaOmronanack B Bo3pacre 20-34 eT U HECKOJIBKO HIKE B

Bo3pacte 30-39 net (pucyHok 3).
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Pucynoxk 3. Bo3pactHas ctpykrypa 3a0oneBaemoct PC

Kinnunveckue ocodennoctu 601bHbIX PC

B crpykrype BapuantoB aeOrora PC 3HAUMTENbHYIO IO COCTaBISIOT MOHOCHUMITOMHBIE
KIuHU4Yeckue mposiieHus (86,6%), wambosee pacnpocTpaHeHbl uyBcTBHTENbHbIC (24,8%) u
3putenbHble (23,6%) HapymieHus. Y JKEHIIUH JOCTOBEPHO dalle, YeM Yy MYXKYMH, HaONofaIuch
3putenbhble (24,84% mnpotus 20,66%; x> = 5,03, p = 0,03) u uyBcTBUTENbHBIE CUMOTOMBI (26,11%
npotus 21,70%; y* = 5,35, p = 0,02), Torna kak y My>XuuH 4aiie HaOmonanuck nupamuansie (19,20%
npotus 15,50%; x> = 4,92, p = 0,0266) u crBonossie HapymeHus (12,31% npotus 7,71%; x> = 13,34, p
= 0,0002). 3puTenbHblE W YYBCTBUTEIbHBIE CHUMIITOMBI B J1e0IOTE€ XapakTepHbl il Oonee
6naronpustHoro TedeHus PC, yeM nupaMuHble, YTO MOXKET OBITh CBSI3aHO ¢ O0JIee MO3/ITHUM Pa3BUTHEM
akcoHanbHOM aerenepanuu. PPC nabmomaercs y 1267 (48,3%) naumentos, BIIPC -y 1144 (43,6%),
[TITPC -y 213 (8,1%), 4TO COOTBETCTBYET TaHHBIM Apyrux aBTopoB [['oHuaposa 3.A., 2006].

BrsBiieHo 65 6051bHBIX, HMeIOIUX poacTBeHHUKOB ¢ PC B 46 cembsx (11Ba 6oabHBIX PC B cembe
u Oonee), yTo coctaBiseT 2,5% ot obuiero uncna 6onpHeIXx B PB. OTMeuaeTcst yBennueHue yucia
CEMEHHBIX cllydaeB B nonymsiuun Pb 1o cpaBHeHMIO ¢ pe3ylnbraraMM paHee IPOBEACHHBIX
uccinenosanuii [baxtusposa K.3., 2004]. CooTHolIeHNE KEHIIWH U MY)KYUH B ceMelHbIX cinydasx PC -
2,9:1, 4TO COOTBETCTBYET JAHHBIM JIUTEPATYPhl U HE MPOTUBOPEUYUT I'EHJIEPHBIM PA3INYMSIM B TpYIIIE

cnopaguueckoro PC. O6uwmii puck nosropsieMoctu - 2,5%, cemelinblil puck nosropseMoctu - 1,75%.
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Habmonanacs nepenaya PC kak no BepTukaiu (MaTb-/104b, ChIH, OTE1I-04b,ChIH), TAK ¥ 110 TOPU30HTAIN

(Opatbs, cectpsl). IIpencraBneHHble JaHHBIE HE MO3BOJIIOT PEIIUTH BONPOC O THUIIE HACIIEAOBAHMS,

OJJHAKO OHM COIVIaCYIOTCS C JAHHBIMU JIPYTMX HCCIIENOBATENEeN, CBUJETENbCTBYIOIIMMU O TOM, 4YTO B

ceMbsix ¢ HanuyreM PC moBbIeHHBIN pUCK UMeeTcs y cecTep u OpatbeB [['yceB E.W. u np., 2004].
ArpeccuBnblii PC

ITpumepHo 4-15% nanuentoB ¢ PC umeroT arpeccuBHOe TeueHue 3aboneBanus. B Hacrodiee
BpeMs K arpeccuBHOMy PC mnpuHATo oOTHOCUTH ObicTponporpeccupywomuii  PC  (BITPC),
BbicokoakTHBHBIH PC (BAPC) u 3nokadectBennbiii PC [Freedman M., et al., 2016]. B 2022-2024 1.
ciydaes 35o0kauecTBeHHoro PC B Pb He Habmronanocs.

BIIPC u BAPC amarnoctupoBanbl y 8,9 % manmeHTOB OT OOLIEro yucia MalueHTOB, YTO
COBIAJIACT C JAaHHBIMU Jpyrux aBTopoB [3axapoBa M.H. m coasr, 2018r]. B obeux rpymmax
peobaaaroT KEeHIIMHBL. J[J1s1 JaHHBIX TPYII XapaKTepHbI O0JIbIIask CKOPOCTh MIPOTPECCUPOBAHUS, YEM
npu TunugHoMm PC (p< 0,05). BITPC ¢ 2 uHBanuau3upyromuMu 000CTPEHUSIME 3a o1 6e3 IpUMEeHEeHUs
[MUTPC na6monancs y 13 u3 2670 nauuentos (0,48%).

OTnenpHO MPOAHATU3WPOBAHA TPYIINA MAIMEHTOB, Y KOTOPBIX ObUTa akTHBHOCTH HAa MPT u 1
WIH 2 HEUHBAIUU3UPYIOIUX 000CTPEHUS 3a TO/l, KOTOpPbIE HE MOAXOAUIIH 1oj onpenenenrue uu BAPC,
Hu BITPC cormacno Knunnueckum pexomennamusm rno PC (2022 r.), Ho, yauThIBasi 4acTOTY 000CTpEeHUN
u aktuBHOCTh HAa MPT, um Obuta HasHadena tepanus [IMTPC meromom mHayknuu. B aToii rpymme
nanueHToB O0bu10 86 uenosek (3,2%), cpenu KOTophix 57 xeHmmH 1 29 myxuus (1,9:1).

[TarmenToB 1 u 2 rpynm MOXKHO OOBEIUHHUTH U paccMarpuBarh ux 3aboneBanue kak BIIPC,
yuutbiBas orcyrctBue npuMmenenust [IMTPC B anamuese (3,7 % ot oOumied nonynsuun 6onbHbIX PC).
Ouaru nemuenuHuzanuu Ha MPT HaOmonanuch, HOMUMO TOJIOBHOTO MO3Ta, B LIEHHOM WM TPYIHOM
OTJIeJIax CIIMHHOTO MO3Tra y BCeX MallUueHTOB, Y 86%- HaKalIMBaroII1e KOHTPACT.

[TareHTOB, COOTBETCTBOBABIINM KpuTepusM omnpeneneHuss BAPC, 6bu10 138 yenosek u3 2624
nanueHToB (5,25 %), cpenu HUX 06110 96 xeHIwH 1 42 MyxuuH (2,3:1). B aTux rpynnax He IOJIy4eHO
JIOCTOBEPHBIX Ppa3IMYMil MO BO3pacTy [e0l0Ta, JJIMTENbHOCTH 3a00JIeBaHUS U OILIEHKE IO IIKaje
unBanuau3anuu EDSS (p>0,05). B rpymnmne OvicTponporpeccupyromiero PC goctoBepHo BbIle ObLTa
ckopocTh nporpeccuponanus (p=0,001).

Hexkotopeie wuccnenoBarenu cuutatoT PC arpeccMBHBIM, HNpUHUMasi BO BHHUMAHHE TOJIBKO
3HaueHue nokazarenst EDSS, paBroe 6 6amiam, HaOpaHHBIM B Te€UEHHE S5 JIET OT Havasia 3a00JIeBaHMs
[Ellenberger D. et al., 2020]. [Ipyrue ucciaeaoBaTenu OnpeaeisiioT €ro, KOria HHBAIMIU3ALIHS 110 IIKaIe
EDSS mnpessitraer 6 6amuio B Teuenue 10 set mocie Havana 3aboneBanus [Tintore M. et al., 2020].
[TonyueHnHbsle naHHBIE TOKa3bIBalOT, uTo 3a 10 ner 3aboneBanust wHBamumamu Il umu [ rpymnmsr
(HeTpymocnocoOHbIe TTAUEeHTH) cTainu 268 denoBek, uro coctaisieT 10 % Bcex manuentoB ¢ PC, uro

cooTBeTcTBYeT yactoTe arpeccuBHoro PC B momymsinuu. Cpenu Hux 173 KeHIIUHBI U 95 MyXK4MH

(1,8:1).
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[TarmenToB, craBmux uHBaiduaamu I wiu Il rpynmnet 3a 5 ner 3aboneBanus, Obuto 161 (6 % ot
BCeX ManueHToB), 105 xeHmmH U 56 MyxuuH. [Ipu3Hakyu HapylleHHs MOTOPHBIX WJIM MO3XKEYKOBBIX
¢byHKIuil ObUTH y Bcex B 1e00Te, CKOPOCTh MPOrpeccupoBaHms 3a00sieBaHus OblIa JOCTOBEPHO BHIIIE
B 91oi rpymnme (p<0,05). Cpenu nanyueHToB ¢ MHBAIMIU3AIMEH B TeUeHHUE S JIeT 3a00J€BaHUs 3HAYMMO
npeobiafgand  MYXYMHBI, 4YTO T[O3BOJIAET paccMaTpuBaTh MYKCKOM IO Kak  (akTop,
Ipeapacrosiaralovii K pa3BuTuio arpeccustoro PC.

WMmeroTcst CBEICHHUS, UTO MALMEHTHI ¢ 1e0r0TOM 3aboneBanus mociie 40 JIeT TOCTUTAI0T PyOexeit
MHBAJIUIHOCTH OBICTpee, YeM Te, Y KOro AeOI0T Havalics MOocie ABAAUATH JIeT, Y HUX BBIIIE PUCKU
IPOTrPeCCHPOBaHus 3a00JIeBaHUS U MEHbBIIE BEPOATHOCTH peruanBoB [Ruggieri S. et al., 2018].
Cpennuii Bo3pact nebrora 3adoneBanus y 60apHBIX ¢ PC ¢ onpeneneHHoi HeTpyI0COCOOHOCThIO ObLT
BbIIlIE, 4eM B rpymie kKoHTpois (p<0,05).

PC aBnsieTcst omHOM U3 OCHOBHBIX IPUUUH CTOMKOM yTpaThl TPYAOCIIOCOOHOCTH Y JIUI] MOJIOJIOTO
U CpeJIHEro BO3pacTa cpeay HEBPOJIOrHUeCKHX 3a00eBaHnii. AHAJIN3 UHBAJIUIHOCTH BBIBUI, 4TO 1814
(69,1%) uvenoBexk He ObutM mpu3HaHHBI WHBaMMIamu, y 402(15,3%) yenoek Owuia III rpymma
MHBAIMAHOCTH, ocTaiubHble nMend 11 u I rpynmsl, To ects ObuTH HeTpynocmocoOoubMu — 274 (10,4%) n
134 (5,1%) uenoBek cooTBeTcTBEeHHO. Takum 06pazom, y 810 manuentos (30,9%) nabnromanacey yrpara
TPYAOCIOCOOHOCTH.

Brnepssie npusnarorcs unBanmmaamu (BITN) B cpennem 3,4 % nanueHnToB B roj. 3a ucciaeayeMblil
nepuo]; B MpeobnanaromeM OonbIIMHCTBE ciydaeB OombHbIM PC  ycranaBnmBanace Il rpymma
WHBAJIUAHOCTH. M3yueHue CTpPYKTypbl MEpPBUYHON HHBaIMAHOCTH BcienctBue PC moxkaszano, 4To
HauOOJBIINI yAEIbHBII BeC COCTABISUIN JIMIA TPYIOCIOCOOHOTO Bo3pacTta, B cpeaneM 85 % 3a 2021-

2023r.r, 9TO CBUAETEILCTBYET O BBICOKOW COLIMANIbHOM 3HAYMMOCTH 3a00JI€BaHUSI.

IIpono/KuTENbHOCTD KU3HH 001bHBIX ¢ PC

CpenHsist IpoaoKUTENBHOCTH *Ku3HU manueHToB ¢ PC B Pb cocrapnsier 52,62 + 11,53 roaa, uto
cormoctaBuMo ¢ obmiepoccuiickumu ganasiMd 2006 1. [3aBanumud WM. A., 2014], HO 3HAYUTEIHHO
MEHbIIIe, YEM B JPYTUX CTpaHaX. YUMTHIBAs CPEAHIOI0 MPOIOJDKUTENBLHOCTh XKU3HU B Pb B oOmieit
nonynsiuu — 71,7 roga, nauuentsl ¢ PC xuByT B cpenneM Ha 19,1 netr meHblie.

JmuTenbHOCTh 3a00J1€BaHus 710 CMEpTH B cpenHeM cocTasiseT 18,19 + 8,89 ner, y MmyxuuH
nocToBepHO MeHbIne, yeM y keHmmH (U=9179,00; p=0,03). Bospact aebroTa IOCTOBEpHO HE
paznmyancs o oty (U=9781,00; p=0,16).

VY KeHIIMH MUHUMAJIbHBIN BO3pacT MOKUTHS 3adukcupoBal B 20,9 et (mauueHTKa ymepia B
2020r. yepe3 1 mMecs11 mocse po1oB OT HOBOM kKopoHaBupycHol nHpekuuu COVID-19), makcumanbHbIi
— B 77 ner. Y MyX4MH JTaHHBIE [1I0KA3aTeIu COCTaBWIN - 26 jeT u 73 roja COOTBETCTBEHHO. Bo3pact

CMEpTH JIOCTOBEPHO He oTiHryaics y MyxunH u sxeHun (U=10497,5; p=0,66).
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CKC y nmanuenTos ¢ PC B Pb cocrasun 1,92 (95% JAU: 1,65-2,19), y xenmwms - 2,17 (95% JAU:
1,76-2,57), y myxuun - 1,66 (95% AU: 1,29-2,01), 94TO CBUAETENbCTBYET O MOYTH ABYKPATHOM
NPEBBIIICHUH CMEPTHOCTH CPEIM MAMEHTOB MO CPABHEHUIO C OOMLICH NOMYJISLUCH.

AHanmu3 BBDKMBAaGMOCTH C HCHOJb30BaHMEM Metona Karrana - Maiiepa mokasan, 4to y
nanuenToB ¢ PC B Pb HaOmoaetcst mocTeneHHOE CHUKEHUE BEPOSITHOCTH BEDKUBaHUS, yepe3 32 roj1a
1OCJIC TOCTAaHOBKM JIMarHo3a BEpOSTHOCTh BbDKHMBaHUs coctaBisier 50 % (MenmaHa BpeMeHH
BbDKUBaHus 32 roga, 95 % JIU: 29,02-34,98), a uepe3z 5060 ner npubamkaercs k Hymo. CpenHee
BpeMs BbDKuBaHus Obuto 33,35 roma (95 % JIM: 31,38-35,33). I'padpux Kamrana-Meiiepa
JEMOHCTPUPYET 3HAYUTEIbHBIC PA3JINYMs B BBDKUBAEMOCTH HanueHToB ¢ PC B 3aBUCHMOCTH OT ToJa.
MenuanHoe BpeMs BbDKUBaHUs y sxkeHInuH - 36 net (95 % JU: 32,30-39,70) mocroBepHO OoJibIiie HA
8,7 ner, yem y MmyxuuH (MenuanHoe - 26 ser (95 % JIU: 23,20-28,80)) (pucynok 4). B To xe Bpewms,

CpeHss MPOAOIKUTEIILHOCTD XKHU3HHU JKEHIIUH B Tonysisiiuu Pb Beitire, uem y Mmy»xund Ha 11,53 ner (y
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xeHiwmH — 77,60 ner; y myxuns — 67,07 ner).

Pucynoxk 4. BepkuBaemocts 00sbHBIX PC B PB y My)XuMH 1 )KEeHIIMH.

[TonpoOusiii ananu3 cmeptHocty namueHToB ¢ PC B Pb, nmpoBenennslil 3a mocnennue S5 Jer,
MoKa3aj, 4yTo 3a 3TOT nepuoz ymepiao 193 nanuenta, u3 Hux 112 sxenmms u 81 myxuun (M:x — 1:1,4).
Bonee HU3KOE COOTHOLIEHME MO MOJIY CPEAU YMEPUIMX [0 CPaBHEHHMIO C JaHHBIMH peructpa (1:2,3)
MOXeET OBITh CJEJCTBHEM TOTO, YTO C BO3PACTOM B OOIIECH MOMYISIUHN YBETUYUBACTCS CMEPTHOCTD Y
MY)KYUH B OOJIbIIas TPOIOJDKUTEIBHOCTD )KU3HN HAOMI0AaeTCs y JKeHIH. B 11emmom, 3a mocnegnue 5
JeT o0Imas CMEpPTHOCTh OCTaeTcs CTa0WIbHOM, Naxe yuuTbiBas nepuon mnangemun COVID-19.
VYcpeaHeHHsli naTuieTHHH nokasatens cMeptHocTH pu PC B PB coctasuin 0,94 cinyyaes Ha 100 000

HaceJIeHUs Ipu cMepTHOCTU B obuieit momynsauuu Pb — 1169,8 na 100 000 nacenenus. IlonyueHHsie
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CBEJICHMSI COTJIacYIOTCS C JaHHBIMU JIMTEPATYPHI, T1Ie OTMEYaeTcs, yTo 3a nociueanue 50 JeT ypoBeHb
cmeptHocTH 1ipu PC 1o cpaBHEeHHUto ¢ 001eit momymsiuei He uamenwuics [Smyrke N. et al., 2022].

HauGonpImas cMEepTHOCTh PETUCTPHUPYETCs B Bo3pacTe 55 - 59 net, yactoTa CMEpTH y )KCHIIUH B
9TOM BO3pacTe BhIIIEC, YeM Y MYXKYMH, HO pa3jiuyude He JOCTUTaeT CTAaTUCTUYECKOW 3HAYMMOCTHU
(p=0,056). CmepTHOCTD y MOJIOABIX MY>kuuH B Bo3pacte 30 - 39 et 70CTOBEpHO BBIIIE U3-3a CYHUIINIOB,
HECYACTHBIX ci1y4yaeB U TpasM (p<0,05).

JlOCTOBEpHO M3BECTHO 00 OMPEACICHHON MPH KU3HH TPYIIE HETPYAOCocoOHoCTH Yy 242 (81,2
%) ymepunx namnuentoB. MuBamuaamu | rpymnmbl, TO €CTh HYKIAIOIIMMUCS B MOCTOPOHHEM YXOJE,
obu10 122 maunuenta (44 %), 1l rpynmy unBamuanoctu umenu 79 (28 %) uenoBek, OrpaHUYEHHO
tpyaocriocobns! (III rpynma waBamuanoctn) Obum 41 (15 %) Gompubix PC. He umenu rpynmy
MHBaJIUAHOCTH nauueHTsl ¢ PPC, ymepuine OoT TpaBM M HECYACTHBIX CIIy4yaeB, CYMLUJOB U OCTpOU
XUPYPruuecKoil maToJoruu.

Crpykrypa cMepTHOocTH nipu PC

[Ipoananu3upoBansl npuduHbl cMepTH 'y 297 mammeHtoB ¢ PC, ucmonme3ys 0a3y IaHHBIX
PecnyOonukanckoil  MequKO-MH()OpPMAIIMOHHON — aHamuUTHYecKOoW cuctemMbl Pb  (Ttabmmma  2).
3axnmrounTenbHblil ocMepTHbI nuarHo3 PC BeictaBien 131 (45%) manuieHtaM. YCTaHOBIICHHBIE
yuactkoBbIMU TepaneBTamMu 90 (31%) rmyOboko MHBAIMIU3UPOBAHHBIM MAIlUEHTaM TaKue MOCMEPTHBIE
JIMarHo3bl, KaK JIETOUHO-CEp/IeYHasi HEJI0CTaTOYHOCTh, OCTpasi pecluparopHas HeJOCTaTOYHOCTb, OTEK
JIETKAX M OTEK MO3ra, Haubosee BeposTHO, Obutu oOycnoBieHsl PC 1 He B MONHOW Mepe OTpa)karoT
MPUYUHBI CMEPTU MAIUEHTOB.

Takum oOpaszom, HenocpencTBeHHOM npuuuHON cmeptu PC Obur y 221 (76 %) manueHTos.
Vkazannble y 16 (5 %) manuenToB runocraruueckas mHeBMoHUsA Uy 5 (1,7 %) mauueHToB ocTpas u
XpOHHUYECKasl TOYeyHasi HEAOCTATOYHOCTh TAKXKE SIBISIOTCS HEMOCPEICTBEHHON NPUYMHOW CMEPTH,
oOycnoBneHHoi PC, a ”MeHHO nporpeccupyroeil HHBaJIUAW3aue u 00e31BUKEHHOCTHIO.

Tabimua 2. [Ipuunnsl cmepti nanuueHTos ¢ PC.

CTpyKTypa CMEPTHOCTH KosmuectBo (%) | 3a Bech nmepuos

Bcero 193(100) 297
PC (MKB-10: G35, A00-B99, J00-J99) 140(72,6) 220
310kavyecTBeHHbIEe HOBOOOpa3oBanusi (MKbB-10: COO-

12(6,2) 24

D09)
COVID-2019 (MKB-10: U07.1) 8(4,2) 9
Cyunuasl (MKB-10: X71-83) 9(4,7) 10

Hucyast (MKB-10: 120-125, 160-169, I71) 3(1,6) 7
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Jlpyrue npu4uHbI (TOYeYHasl, IEYCHOUHAS
HEI0CTAaTOYHOCTh, S3Ba KEIyAKa OCIOKHEHHAS, 21(10,9) 27

nankpeonekpos) (MKbB-10: K70-77, 126-141)

Ot paka pa3nuuHbIX JoKaau3anuii ymepio 3a nepuoj ¢ 2011 r. mo 2023 . 15 yenosexk - 5 % (12
KEHIIMH U 3 My)4rH). OHKOJIOTHYECKas MaToJI0rus y BceX auarnoctupoBana Ha Gone PC. Mudexun
MO-TIPEKHEMY UTPAIOT 3HAYUTENIBHYIO POJib B cMepTHOCTH OT PC, uro ompenenser HEOOXOIUMOCTh
COBEpIICHCTBOBAHUS CTPaTeruil UX NPOPUIAKTUKY B JAHHOU TpYIIe NAI[MeHTOB.

VY 6 denmoBek pa3BWICS TeMOpparuuyecKuii MHCYJIBT Ha (poHE THIepTOHHYECKor Oone3Hu, y 1
MYXUYUHBI - aTepOTPOMOOTHYECKHH HWIIEMHUYECKH HHCYIBT. BocmamuTenbHble W ayTOMMMYHHBIE
IIPOIIECCHI SBIIAIOTCS KIIFOYEBBIMHU B IaToreHes3e kak PC, Tak 1 sHI0TeNnanbHON AucHyHKINY, JTexKalei
B OCHOBE 11epeOpOBaCKYISPHON MATOJIOTUH.

CpenHuii BO3pacT HAa MOMEHT CMEPTH Y MAllMeHTOB, YMEPIINX OT MPUYHH, cBsizaHHbIX ¢ PC (220
MalKUeHToB), cocTtaBmwil 53,7 yet, B ocTalbHBIX ciydasx (77 mauumentoB) — 49,4 roma (p =0,001).
[TarueHTHI IEPBO TPYIIIIBI HE UMENIH PA3IMYUi B Bo3pacTe Je0roTa 0 CPaBHEHUIO C TEMH, KTO yMEp
oT npuuuH, He cBa3aHHbIX ¢ PC. ComyTcTByromue 3a0oieBaHus, Kak MpaBUIo, CIOCOOCTBYIOT Oolee
OBICTPON MHBAIMIM3ALIMN TAIIIEHTOB U, KaK CJIEJCTBHE, YMEHbBIICHUIO TPOAOKUTEIBHOCTH JKU3HH.

Cpennuii Bo3pact Ha MOMEHT cyuinuaa y namueHToB ¢ PC 6bu1 39,30 & 10,56 net, [yuTenbHOCTD
3a0oneBanus - 9,30 + 5,17 net. Bece nanuenTs! He oOpalainch K CUXHUATPY 110 OBOAY JAETPECCUU U
HE MOJy4aliu crenu(puuecKyro Teparuo. 3HaYUTeIbHOE MPeodiiafaHue MYXKUKH, BEPOSITHO, SIBIISAETCS
CJIEJICTBUEM T'€HACPHBIX OCOOCHHOCTEH BOCTIPUATHS OOJIE3HN MY>XUMHAMH, B CBSI3U C UYEM OHH TSKEIee
MEPEHOCAT NEePCIEKTUBY NHBATUAN3ALIIH.

Buenpenne I[IUTPC 3HauuTeNbHO YBETWYMIU MPOJOJDKUTENBHOCTh KU3HM mroae ¢ PC,
0CcOOEHHO B clydae MX paHHEero HazHaueHus. B Hamell koropre manueHThl IPUHUMAIU, B OCHOBHOM,

npenapats! | nuHUM, HaunHasg ¢ 2008 T.

I'eHeTH4eckue nmpeauKTOpsI pazputusa PC

B rpynne namuentoB ¢ PC (247 uyenosek, 114 pycckux, 98 rtarap, 35 OGamxkup) u 1271
NPaKTUYECKH 37I0pOBOro uenoBeka (448 pycckux, 642 tarap, 181 Gamkup) 6e3 npusHakoB PC u npyrux
ayTOMMMYHHBIX WJIH HEWpOAEreHEepaTHUBHBIX 3a0oieBaHUil, OOHApyXEeHO, 4YTO IOBBILICHHAs
BEPOSTHOCTH 3a00JieBaHUs CBsi3aHa ¢ moiauMop¢HbIMU BapuaHntamu [LIRI rs2287047 (peueccuBHas
monenb, OR=2.2, Prpr=0.022), IL7R 151494558 (nmor-agmutuBHas mozaenb, OR=1.49, Prpr=0.003) u
reHotunioM IL2RA 1s12722580*I/D (xomomuuanTHass monenb, OR=1.67, Prpr=0.03). Hampotus,
CHIDKEHHBIN puCK accouuupoBaH ¢ Bapuantamu /L0 rs1800872 (peneccuBHas monens, OR=0.38,
Prpr=0.044), IL7R 1510624573 (nomunantHas moxaenb, OR=0.67, Prpr=0.022), IL7R 1rs6897932
(peueccuBnas monens, OR=0.21, Prpr=0.008) u renotunom /L2RA rs12722580* D/D (komomMuHaHTHAs
monens, OR=0.78, Prpr=0.03).
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C mnomompio mporpammbel APSampler, ucnombs3yromerd Meron MonTte-Kapimo Ha ocHOBe
MapKOBCKHMX II€Mei, IpOBEIEH aHaJlM3 BO3MOXHBIX KOMOWHAIMKA T'€HETHYECKUX BapUaHTOB,
ACCOIIMMPOBAHHBIX C PUCKOM pa3BUTHUS U nporpeccupoBanus PC. B cocTaBax koMOMHaIMM, CBSI3aHHBIX
¢ BoIcOkMM puckoMm PC, daiie Bcero BcTpeyanuch TeHOTHNB W ayienu [LI2B rs3212227, IL7R
156897932, IL7R rs1494558, IL2RA rs1570538, IL2 rs2069772, IL10 rs1800872, IL6 rs1800796 u ILIR 1
rs2287047. Haubonee BwIcOKMU puck pa3Butusi PC BeIsIBIEH y HocuTeneil komOuHaruii /L7RA
1s6897932*T, IL7R rs1494558*T, IL2RA rs1570538*T u ILIR1 rs2287047*T (OR=7.73, Prpr=0.041) u
IL7RA rs6897932*T, IL7R rs1494558*T/T n IL6 rs1800796*G (OR=7.48, Prpr=0.020). Ctenenp pucka
U 3QQEeKT OTAEIbHBIX ajuleJed 3aBUCENIM OT COYETaHMs C APYIMMH I€HETHUYECKMMH KOMIIOHEHTaMHU.
AHanu3 HeNMMHEHHBIX B3aUMOJCHCTBHUM BBISIBIII HanOosee 3HaYMMbIe CHHEpreTHYecKue 3()(EeKThl s
nap IL7R rs1494558*T + IL7R 156897932*T (SF=4.62, 95%Clsr 2.12-10.04, Z=3.87, P=1.1x10"*) u
ILIR1 rs2287047*C + IL12B rs3212227*C (SF=3.72, 95%Clsr 1.02-13.63, Z=-1.98, P=0.047).

Ha ocHoBe MHOrO()aKTOPHOI'O JIOTUCTHYECKOTO aHalu3a ¢ MOIIAaroBbIM BKIIIOUEHUEM HauboJee
3HAUUMBIX IPEIUKTOPOB, CPEAU KOTOPHIX ObUIN BBISBIEHHBIE OIUMOP(HbIC BAPHAHTHI U UX COYETAHUS
C BbICOKMMHU 3HaueHusiMu SF, Obula mocTpoeHa MpPOrHOCTUYECKash Mozelb pucka passutus PC.
CornacHo ganHsiM ROC-ananuza, 3Ta MOAENb MPOAEMOHCTPUPOBAJIa BBICOKYIO MPEICKA3aTENbHYIO
tounocts (AUC = 0.7, ¥*=24.35, P=6.8x107). JIONOMHUTENHLHO NPOBEAEH aHAIM3 TIe€HETUUYECKUX
COYETaHMH, CBS3aHHBIX C IporpeccupoBaHueM 3aloneBaHusa. Yaiie BCero B 3THX COYETAHMAX
BecTpeyasiuch [L12B 1s3212227 n IL7R rs1494558, onHako nociie KOppeKTUPOBKY HAa MHOKECTBEHHbBIE
CPaBHEHMsI CTATUCTHYECKass 3HAYMMOCTh BBISBICHHBIX accouuanuil cHkanack. Haubonee
BbIpaKEHHbIE CUHEpreTndeckue 3pPexTsl oTMEUeHb! Il B3aumoaeicTsuit /L7128 rs3212227*Awu IL7R
rs1494558*T/C (SF=36.05, 95%Clsr 1.09-1190.14, Z=2.01, P=0.045), a Takxe, Ha ypOBHE TE€HCHIIHH,
qu1st B3aumonerictBuil IL IR 1 1s2287047*C/Cu IL2RA rs12722580*D (SF=0.17, 95%Clsr 0.02-1.34, Z—-
1.68, P=0.092). bbuta moctpoeHa mporHocTuuyeckas Mojaenab nporpeccupoanus PC, moxa3zasiias
JIOCTAaTOYHO BBICOKYIO TouHOCTH (AUC = 0.7, P=0.001).

Takum 00pa3zoM, BBISBIECHBI acCOLMALMU MOJIUMOPGHBIX BapuaHTOB reHoB /L7R (rs1494558,
rs10624573 u rs6897932), ILIRI (rs2287047), IL2RA (rs12722580) u IL10 (rs1800872) ¢ puckom
pasButus paccessHaoro ckieposa (PC). Taxxe obHapyxensl couetanusi (IL7R rs1494558*T + IL7R
rs6897932*T, ILIRI 1s2287047*C + ILI2B rs3212227*C u IL7R 1s1494558*T/C + ILI2B
rs3212227*A), obnanatonye cuHepreTuyeckum 3pGeKToM, U CO3/1aHbl MPEJAUKTUBHBIE MOJIEIH PUCKA

Pa3BUTHA U ITPOTPECCUPOBAHUS PC c BeICOKOM HpOFHOCTH‘-ICCKOﬁ 3HAaYMMOCTBIO.

BbIBO/IbI
1. PecniyOniuka bamkoprocTaH OTHOCHUTCS K 30HE BBICOKOro pucka passutus PC.
Pacnipoctpanennocts 3a nocnennue 20 net Beipocna Basoe (¢ 31,9 cayuaes Ha 100 TeIc. B 2004 T 10

63,1 Ha 100 TbIC. B 2024 1), OHA BBILIE cpenu ropojackoro Hacenenus (73,2 Ha 100 Thic.) 0 cCpaBHEHUIO
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¢ censckuM (38,8 Ha 100 THIC.), ¥V XeHIIMH - 83,7:100 THIC. IO CpaBHEHUIO ¢ MykunHamu - 40,7 Ha
100 TBIC., B eBponeiickoil nomynsauuu (74,3: 100 Tbic.) mo cpaBHeHuto ¢ azuarckoi (61,1: 100 TsIC.),
p <0,05. 3a mepuon 2004 - 2024 rr. otmeuaetcst poct 3aboneBaemoct PC B Pb ¢ 1,5: 100 T6IC. 10 3,3:
100 TeIc. ¢ mukom B Bo3pacte 20-34 1eT, IMPEeuMYIIECTBEHHO 3a CUYET MOJOJBIX >KEHIIHWH, YTO
00yCJIOBJIEHO KaK YIy4IlIEeHHEM JAMArHOCTUKH, CO3aHUEM MOIMYISIUOHHOIO perucrpa 6oipHbIX ¢ PC,
TaK ¥ UCTUHHBIM yBEITMUCHUEM YHCIIa TTAI[UCHTOB.

2. Y o6ompabix PC B Pb mpeoGnamaer TunmmvHOe TedeHHE (PEMUTTHPYIOLIEE W BTOPUYHO-
Iporpeccupyloliee); MepBUYHO-TIpOrpeccupyroniee TedeHue ormedeHo y 8,1 % obOcrnenoBaHHBIX
00JbHBIX, ObICTpOmporpeccupyromuii 1 BbicokoakTuBHbI PC - y 8,9%. Haubonee uacThiMu
KIIMHUYECKUMU TposiBiieHUs MU je0tora PC sBistores ontmueckuii HeBpUT (23,6%), CeHCOpHBIC
(24,8%), nupamuaneie (19,2%) wu wmoszxeuxoBele (12,0%) HapymeHus. VYpoBeHb IEpBUYHON
uHBauaHOCTH ¢ 2016 1. 10 2024 1 BBIpOC ¢ 0,14 10 0,23 Ha 10 000 HaceneHus ¢ mpeodIaTaHueM JIUIT
TPYAOCIOCOOHOTO BO3pacTa U MoJoAbIX skeHIIHH (18-44 roza).

3. Oo6mwit mokasarenb CKC cpenu maruertoB ¢ PC B Pb cocrasisier 1,92 (95% JIN: 1,65-2,19),
YTO IPUMEPHO B 2 pasa BbIIlIE IO CpaBHEHMIO ¢ oOuie nmomymsuueil. B 6onee ywem 70 % ciyudaes
pUYMHA CMEPTU MOXeT ObITh cBs3aHa ¢ PC u ero ocnoxxknenusmu. OxxugaemMasi IpOAOKUTENBHOCTh
»u3Hu OonbHbIX PC xopoue B cpeanem Ha 19 ser mo cpaBHeHHUIo ¢ oOumieit momynsuueid. Menuana
BbDKHMBaeMocTH nauueHToB ¢ PC cocrasiser 32 roja nocie ycTaHOBKHM JUarHo3a, OHa HUXKE y MY»KUMH,
yeM y sxeHuuH (p <0,05).

4. TloBeimieHHass BeposATHOCT, PC cBsizana ¢ momuMopdHbIMU BapuaHtamu TeHoB |L1R1
rs2287047 (peueccuBHas mozaeib, OR=2,2, Prpr=0,022), IL7R rs1494558 (nor-axautuBHas MOJEIb,
OR=1.49, Prpr=0.003) u renotunom IL2RA rs12722580*I/D (xomomuHanTHasi monenb, OR=1.67,
Pror=0.03). Camxkennsiii puck PC acconumporan ¢ Bapuaatamu IL10 rs1800872 (perieccuBHas MOJIEIb,
OR=0.38, Prpr=0.044), IL7R rs10624573 (momuuantHas Mmoxenb, OR=0.67, Prpr=0.022), IL7R
rs6897932 (peneccunas momaenb, OR=0.21, Prpr=0.008) u renorumom IL2RA rs12722580* D/D
(xkomomuHanTHas Monenb, OR=0.78, Prpr=0.03). Beisanens! coueranus (IL7R rs1494558*T + IL7R
rs6897932*T, IL1R1 rs2287047*C + I1L12B rs3212227*C wu IL7R rs1494558*T/C + IL12B
rs3212227*A), obnanarome cuHepreTuyeckuM 3pQPeKTom, U co3/1aHbl NPETUKTUBHBIE MOJIENIH PUCKA

Pa3BUTHA U ITPOTPECCUPOBAHUA PCc JIOCTaTOYHO BBICOKOM HpOFHOCTH‘-ICCKOﬁ 3HAYUMOCTBIO.

INPAKTUYECKHUE PEKOMEH/JALIMHN
1. Ilpu muaHUPOBAHUHU MEIUKO-COLMATBLHOM momouiu nanueHtam ¢ PC Ha ypoBHe perunona
HE00XOJIMMO YYUTBIBATh TEHEHIIMIO K POCTY YKCIa MAalMEeHTOB C JaHHBIM 3a00JIeBaHUEM U YaCTOTHI UX

HHBAJIWAU3AllUN, KOTOPas H36J'IIO)IaeTC${ B MMOCICAHHUEC T'OJBI.
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2. JIns onTUMU3AaMKM JUArHOCTUKM | BeaeHHs mnarueHTtoB ¢ PC  Bpauam-HEBpoJoram
HE00X0 MO MPUHUMATH BO BHUMAHKE, YTO MUK 3a00sieBaeMoCcTH mpuxonutcs Ha 20-34 rona, OH yarie
HaAOJIIOJIAeTCs Y JIMI] KEHCKOTO MOJa, €BPONEHCKON MOMYJSALMM U Yy MPOXKHUBAIOIIUX B TOpoAax, HO
MIPOTEKACT TSDKEJIEE Y MY)KUHH.

3. YuuteiBas BBICOKYI0 KOMOPOUIHOCTh PC M MOBBIIIIEHHBIN PUCK CMEPTHOCTH OT CEPJACYHO-
COCYAMCTBIX 3a00JIeBaHUN, CYHIIUJOB, MH(MEKIMI U OHKOJIOTUYECKUX 3a00JIeBaHUM, I€Ieco00pa3HO
dbopMUPOBATH WHANBUAYAIBHBIE IPOTPAMMbI HAOIOICHUS ¥ JICYCHUS TAKUX MAIIUCHTOB.

4. Tlpu ouenke pucka pa3Butusi PC He00X01UMO yUUTHIBaTh HAIMYKE MTOTUMOP(HBIX BAPUAHTOB
reHoB [L7R (rs1494558, rs10624573 u rs6897932), ILIRI (rs2287047), IL2RA (rs12722580) u IL10
(rs1800872).
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CTIMCOK YCJIOBHBIX COKPAIIIEHUI
BITPC - Beictponporpeccupytoutuii PC (BITPC)
BAPC- BbICOKOAKTHBHBIN pacCcessHHbBIN CKIIEpO3

BITPC — BTOpUYHO-TIPOTrpeCCUPYIOLINNA PACCESHHBIN CKIIEPO3

OHMK - ocTpoe HapyIIeHHE MO3TOBOTO KPOBOOOpPAIIICHHUS
[TAP® — monumop¢hu3M IIHH PECTPUKIMOHHBIX (hparMeHToB
[TUTPC — npenaparbl, U3MEHAIONIME TEYEHNUE PACCESTHHOTO CKJIEpo3a

[ITTPC — nepBUYHO-TIPOTPECCUPYIOLINN paCCETHHBIN CKIEPO3
[TPPC-niporpeccupyroiie-peMUTTUPYIOIIUNA PaCCESTHHBIN CKIEPO3

[IIIP — nonumepa3Has 1enHas peakius

Pb — Pecnybnuka bamkoproctan
PPC-pemutrtupytromuii paccessHHbIN CKIEPO3
PKb- Pecybnukanckasi KTuHHYecKast 00JIbHUIA

PMUAC Pb — PeciybnukaHckas MeIUIIMHCKas: HH(GOPMAIIMOHHO-aHAIMTHYECKas cUCTeMa
PecnyOnuku bamkoproctan

PC — paccesnnblii ckiepo3

PIPC- pecnyOiMKaHCKUH IICHTP paCcCETHHOTO CKIIEPO3a

CKC — crangapTu3upoBaHHbIA KO3()PUIMEHT CMEPTHOCTH

OKVY I'b MCD — ®enepanbHoe kazeHHOE yupexaeHue «[maBHoe 610po MeIUKO-COIUATbHON
DKCHEPTU3B»

EDSS — Expanded Disability Status Scale (pacmmpenHas mkajia OleHKH HHBAJIUIU3AIIH )



