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1. OBIIAA XAPAKTEPUCTHUKA PABOTbBI

AKTYaJIbHOCTB M CTENIEHb Pa3pad0TAHHOCTH TeMbl HCC/IEA0BAHUA

K xpoHndeckum nu3uMMyHHBIM HelipornatusM (XJIH) oTHOCAT BapraHThI XpOHUYIECKON
BOCTIAJIUTEIbHOU JNEMUEITMHU3UPYIOIIEN MOJIMPAIUKYJIOHEHPOIIATUHI (XBAII),
[MapanpoOTEUHEMUYECKHUE JIEMUEIIMHUA3UPYIOLLIAE MMOJIMHEUPOIIATHI (ITAIT) 151
MyJIbTH(QOKAIBHYI0 MOTOpHYI0 Heiipomatuio (MMH) (Gwathmey K.G. et al.,, 2020) —
TETEPOTECHHBIE M0 KIMHUYECKOW KAPTUHE U MAaTOPHU3NOJIOIMUYECKHMM MEXaHU3MaM Pa3BUTHS
MMMYHO-OIIOCpeoBaHHbIe HelponaTuu. [Jo cux mop B Poccun peructp manuentos ¢ XJIH
HE CO3/1aH, a MAIlMEHThl C JAHHOW MATOJIOTMEH HCIBITHIBAIOT 3HAYUTEIbHBIE TPYIHOCTH B
CBOEBPEMEHHOM I1OJyYEHUH PA3IMYHBIX BUJOB IaTOTC€HETUYECKON TEPAIIUH.

B Teuenue mocneaHMX HECKOJIBKHX JIET 32 PyOEkKOM aKTUBHO OOCYKIAIOT MPUYHHBI
HesepHoi quarnoctuku X/IH (Allen J.A. et al., 2018; Broers M.C. et al., 2021; Chaudhary
UJ. et al, 2021), ogHako B pPOCCHHCKOW TOMYJSIHMHA JO CUX TIOp TOAPOOHBIN
CUCTEMAaTHYECKHI aHau3 NPUYKUH omuOouHoM auarnoctuku X1 mposeneH He ObLI.

AKTyanbHbIMU sBIISIIOTCS TonbITKU Juddepenuuposars XBJII u TIJIII Ha sTane
KJIIMHUKO-Helpodu3noaornyeckoro obcienoBanus. PaHee mpoBeleHHbIE HCCIEAOBAHUS B
ATOW 00JIACTH HEAOCTATOYHO TOYHBI BBUAY HEOAHOPOJHON BBIOOPKH aHAIM3UPYEMBIX
naruenToB (Gorson KC et al., 1997; Alkhawajah N.M. et al., 2014), B 3T0ii CBsA3H BBISIBICHHE
KIIMHUKO-TIapakIuHu4YecKknX ocooeHHoctet He-IgM-TIIJAII B cpaBHenmum c¢ XBJII B
HACTOSIIEE BPEMS OCTAETCS aKTyaJIbHBIM.

Huddepennmanbaas quarHocTuka MyiabTHQokanbHoro Bapuanta XB/II (MXBAII) u
MMH u noctpoeHa Ha KJIMHUYECKOW U MAPAKIMHUYECKON OLIEHKE CEHCOPHBIX HapYyIIECHUM,
OJIHAaKO B psJie CcloydyaeB paznnyuTh paccMmarpuBaeMble XJ[H ObiBaer 3atpyanurensHo (Van
den Bergh P.Y. et al., 2010). B 3Toit cBsi3u MOKWCK JOMONHUTEIBHBIX JUGPEpEHIIHATBHBIX
MapKEpPOB, IO3BOJIAIOIINX YTOUHUTH JIUATHO3, IPEICTABIIACTCS KpalHEe aKTyaJIbHbBIM.

Jlo cux mop npoAONKAKOTCS HCCIEAOBAHMUS 1O TMOUCKY JuddepeHnanbHo-
muarHoctuueckux uept mexay XB/III ¢ octpeim Hauwanom (oXB/II) u cunapomom I'nitena-
bappe (CI'B), kotopsie B ocTpom niepuojie 3aboneBanus Hepasnuunmbl (Van den Bergh P.Y .,
2021; Van Doorn P.A. et al., 2023). B Poccun moao0HbIe UCCIIeI0BaHUS HE TPOBOIUINCH, a
HakoruieHHbIH 3a mpomeamue 20 jetr onbit ®I'BHY HIIH no3Bossier mpoBecTH Takou
aHau3.

MHmuoroo6pa3zue (beHOTUIHYECKUX BAapUAaHTOB u OJIHOHAIIPABJIEHHOCTh
Heiipousnonornueckux u3menenuit npu XBJIl u HacnencTBeHHON HeWpomaTHH CO
CKJIOHHOCThIO K mapanuuaMm oT caasinenus (HHCIIC) (Wong E., 2018; Xie Y., 2021), a
TaK)X€ pa3Hble TepaneBTUYECKUE MOJXOJIbl, 00YCIaBIMBAIOT HEOOXOAUMOCTh ONPECICHUS
Oosee uyeTKMX MapKEPOB, KOTOPBIE MOTYT IMOMOYb B AU(QepeHInaTbHOM AUarHo3e J0
MPOBEJICHUSI MOJIEKYJISIPHO-TEHETUUECKOTr0 00CIe0BAHMS.

[Tpu n3ydenun muorojietrHero TeueHuss XJ/H 3apyOexHbie KomIern JeMOHCTPUPYIOT B
eJIOM OJIaronpusATHBINA NMPo(UIs paccMaTprUBaeMbIX 3a00JI€BaHUI NPU YCIIOBUH MPOBEACHUS
aJlekBaTHOM maTtoreHerndeckoi teparmuu (Sghirlanzoni A. et al., 2000; Kuwabara S. et al.,
2006, 2015; Al-Zuhairy A. et al., 2020). B Poccun mogoOHBIX HCCICIOBAHHI He
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IPOBOJIUIIOCH, OJHAKO pE3yJbTaThl TAKOTO aHalM3a KpaiWHe BaXKHBI, T.K. OHHU MJAIOT
NOHMMaHWE O TEYCHUH OONE3HM M €ero MporHo3e, a TaKKe HEOOXOIUMOCTH B
HOJICPKUBAOIIEH Tepaluy ¢ [ETbI0 TUIAHMPOBAHUS 3aTPaT 3J[PABOOXPAHCHUS HA JICUCHHE
JaHHO# KaTeropuu OOJIbHBIX.

Bormpoc onpenenenus nporHoctudeckux haktopoB Teuenus: X/IH siBisieTcst conpaibHO
¥ SKOHOMHUYECKH 3HAYUMBIM. HecMoTps Ha TO, 4TO 3a TOCIEIHUE TOJIbI OITyOJHMKOBAaHO
HECKOJIbKO paboT, TMOCBALICHHBIX JIAHHOW TpoOiieMe, pe3ysbTaThl KOJUIET BechbMa
npotuBopeunBsl (Sghirlanzoni A. et al., 2000; Al-Zuhairy A. et al., 2019; Griiter T. et al.,
2020). CoOTBETCTBEHHO, 10 CHUX MOp HE OMPEACICHBI YETKHUE KPUTEPUH TPOTHO3ZUPOBAHUS
teuenus: X/{H, HET corllacoBaHHOTO MHEHHS 10 TAHHOMY BOIIPOCY.

eab uccaenoBanus
YcoBepIIeHCTBOBATh JUArHOCTHKY, IU(PepeHIInaIbHy0 JHAarHOCTUKY W TaKTHKY
BEJICHUS MMAIMEHTOB C XpPOHUYECKUMU JU3UMMYHHBIMU HEUPOITATUSMH.

3agaum ucciaea0BaHUA

1. CdopmupoBats Ha 06a3ze ®I'BHY HIIH Peructp mnanueHTOB ¢ XPOHUUYECKUMU
JU3MMMYHHBIMM HEHPOINATUSMHU, MPOBECTU OLEHKY OCHOBHBIX 3IHMIEMHOJIOIMYECKUX
XapaKTePUCTUK JAHHOUW KaTeropuu OOJIbHBIX.

2.  IlpoaHanu3upoBaTh YaCTOTY U CHEKTP MPUYMH OIIMOOYHON JUATHOCTUKU XPOHUYECKUX
TU3UMMYHHBIX Heliponiatuil B Poccuiickon denepanumu.

3. BbisiBUTH 3HauMMBbIE KIWHUYECKHE, HEHPOPHU3MOJIOTHUECKHE W COHOTpaduyuecKue
QG depeHInalbHO-TUaTHOCTUYECKUE Pa3IMyuusl NP XPOHUYECKON BOCHAIUTEIIBHOM
JEMUEIMHU3UPYIOLIEH MonupaguKynoHeiponatun u He-lgM-napanporenHeMuueckux
JEMUEITMHA3UPYIOIINX MOJTUHEUPOIATHSAX.

4.  OmnpenenuTh KIMHUYECKHE U MapakiuHHuYeckue auddepeHnmnanb-Ho-IuarHocTudeckue
Mapképbl MpU MyJIbTU(OKATBLHOM MOTOPHOW HEHpomaTUM U MYJIbTU(OKATEHOM
BapHUaHTE XPOHUYECKOMN BOCHAJIUTEILHOUN JEMUETUHU3UPYIOLIEH
MOJUPAAUKYJIOHEUPOIIATHH.

5. OxapakTepu3oBaTh KJIMHMYECKHE M Helpodusnonoruueckue ocodbennoctu XB/II c
OCTPBIM HauyaloM, ONTUMH3UPOBaTh IU((epeHInanbHO-IUarHOCTUYECKUN aJITOPUTM C
cunapomoM [ 'nitena-bappe.

6. CpaBHUTb  KIMHHMKO-HeWpoduszuonornueckue  u3menenus npu  XBAIl wu
HACJIEACTBEHHOM HEHpONaTUU CO CKIOHHOCTBIO K IapajJiidaM OT CJaBJICHMUS,
YCOBEpUICHCTBOBaTh  alrOpUT™M  Au(depeHInanbHO  ITUarHOCTUKM  JTAaHHBIX
HEUPONaTHHM.

7. IlpoaHanu3upoBaTh MHOIOJIETHEE TEUEHUE XPOHMUECKHUX JU3UMMYHHBIX HEUpOMATH,
OLICHUTH KJIMHUKO-HEHPOPHU3NOIOTUYECKHUE XapaKTEePUCTUKU B OT/IAJIEHHOM KaTaMHe3e
Oosie3Hu (TIpU ATUTENHLHOCTH 3a001eBaHus Oosee 5 neT).

8. Ha ocHOBaHMH pPETPOCIEKTUBHOTO aHAM3a ONPEACIUTh MPOTHOCTHYECKUE (DAKTOPHI
TE€UYEHUS XPOHHYECKOU BOCIAJIMTEIbHOMN JIEMHUEIIMHU3UPYIOIIEH
MOJINPAIUKYJIOHEHPOIIATHH.



HayuyHasi HOBU3HA

Brepseie B Poccuiickorn @enepanuu co3gaH Peructp maupeHTOB € XPOHUYECKUMHU
JU3UMMYHHBIMM  HeMporatusamu. [IpoaHanm3upoBaHbl OCHOBHBIE AIUJIEMHOJIOTHYECKUE
XapaKTepUCTUKU JaHHBIX 3aboseBaHuil. [lokazaHo, 4TO XpoHWYECKass BOCHAIUTENbHAs
JEMUEITMHU3UPYIOIIAas MOJIMPAIUKYJIOHEHPONaThs SBIIAETCS CaMOM 4YacTOM XPOHUYECKOMN
JU3UMMYHHOUM HEMPOIIATHEN B POCCUUCKOM MOIYJISALHAH.

VYcraHoBneHa TUNEPANAarHOCTHKA XPOHUYECKOU BOCIAJIUTEIbHOMN
JEMUCIMHA3UPYIOIIEN  NOJHUPAOUKYJIOHEHMPONIATUH, TPOBEAEH aHannu3 €€ IPUYHH;
NPOAaHAIN3UPOBAH CHEKTP HO30JIOTHM, HanboJee 4YacTo TUAarHOCTUPYEMBIX KaK XpOHUYECKas
BOCIIAJIUTENbHAS JEMUCINHU3UPYIONIAs OJIUPATUKYJIOHEHPOIIATHS.

[Toxazano orcyTcTBHME 3HauMMbIX  paszauuuid  Mmexay XBJAII wu  He-IgM-
NapanpoTeMHEMHUUECKUMH JIEMUETHHU3UPYIOMUMU TOJUHEHPONATUIMU U HEOOXOIUMOCTb
ompeneneHus  M-TpaaueHTa  CBIBOPOTKM  KpPOBM  MMAllMEHTaM C  XPOHUYECKUMU
NPUOOPETEHHBIMH IEMUETUHUZUPYIOMIUMHU MTOJTMHEUPOTATHSIMH.

BrepBbie npeiiokeHbl HOBBIE KIMHUYECKHE U COHOTpaUYecKue MapKEpHI,
MIO3BOJISOIINE g depeHpoBaTh MYJIbTU(OKAIBbHBII BApUAHT XBAII "
MyJIbTU(DOKATEHYI0 MOTOPHYIO HEMPOIATHIO.

BnepBrle J0Ka3aHa TE€TEPOr€HHOCTh IMATOI€HETUYECKUX MEXAHU3MOB Pa3BUTHS
MMMYHOIIaTOJIOTMYECKOro mpouecca npu octpom nedtore XB/III, ycoBepuieHcTBOBaH
nuddepeHIuaTbHO-TMarHOCTHYSCKUN alTOPUTM MEX Ty cuHapoMmoM [ uiiena-bappe u XB/I1
C OCTPBIM HayajoM.

BnepBble  mpeasiokeHbl  HOBbIE — KIMHMYECKHME W HeMpou3HoIoruvyeckue
muddepeHmanbHO-AuarnoctTuaeckue Mapképel mpu XB/III u HacnencTBeHHON HeliponaThu
CO CKIIOHHOCTBIO K IapajaudyaM OT CHABJCHHUSA, IO3BOJISIIOIIME YTOYHHUTH JUArHo3 J0
MOJIEKYJISIPHO-T€HETUYECKOTr0 00CIeI0BAHMUS.

BnepBrie B poccuiickoil MOMyJSIMKA TMPOBEACHO KaTaMHECTHYECKOe OO0Cie0OBaHUE
nanueHToB ¢ XB/II1 u mynpTudoKanbHOM MOTOpPHOM Helponatuei, Oonerouux oosee 5 JeT;
MOKa3aHbl 0COOEHHOCTH MHOTOJIETHEr0 TEUEHUsI XPOHUUYECKUX TU3MMMYHHBIX HelponaTuii B
POCCUICKOH TMOIYJISALNH.

BnepBbie  ompeneneHsl  KIMHUYECKHE  MPOTHOCTUYECKHE  (PAKTOPbl  TEUEHUS
XPOHUYECKOW BOCTIAJIUTEIBHON IEMUEITMHUZUPYIOLIEN MTOIUPATUKYJIOHEUPOIIATHH.

Teopernueckasi 3HAYUMOCTH PaGOTHI

TeopeTndeckoe 3HadeHHEe pPaOOTHl 3aKIIOYAETCS B OMNpeAesieHUHd (PEHOTUITUYECKUX
ocobeHHOCTE M crneun(UKH TEYeHHs XPOHMYECKUX TU3MMMYHHBIX Helponmatuii B
POCCUMCKON TOMYJISALMA HAa OCHOBAHMM KOMIUIEKCHOTO AHAJIM3a JAHHBIX, ITOJIYYEHHBIX IIPU
co3ganun Ha 6aze ®I'BHY HIIH Perucrtpa namueHToB, a Takke B X0/i€ PETPOCHEKTUBHOIO
aHaJN3a MHOTOJIETHEr0 TEUEHHUS! paCCMAaTPUBAEMBIX 3a00JI€BaHUH.

Iloka3aHpl KJIMHHUYECKHE U TAPAKIMHUYECKHME CXOACTBA W PA3IUUYUl  MEXKIY
XPOHUYECKUMHU AU3MMMYHHBIMM M 10oA0O0HbIMM HeMponatusimu (XBAIlI u nHe-IgM-
napanpoTeMHEMUYECKUMH JIEMUCITMHU3UPYIOMUMHU MOJTUHEHPONAaTUAMHU, MYJIbTH(POKATILHBIM
BapuantoM XBJIl u wmynbrudokanbHoit MoTopHOU Heiponatuei, XB/II ¢ ocTtpbim
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ne6otoM u cuHapomoMm ['wmitena-bappe, XBJIl u HacineAcTBeHHOW HeHpomatue co
CKJIOHHOCTBIO K ITapaJindyaM OT CHABJICHUSA).

B pe3ynbrare aHanuza JaHHBIX AMEKTPO(U3HOIOTHYECKOTO 00CIEI0BaHN MTAIIUEHTOB C
octpeiM n1e6rotom XBJIIT mpoaemoHcTpupoBaHa matou3HOIOTHYEcKas TeTepOreHHOCTh —
pa3Hble BEKTOPBI Pa3BUTUSI KIMMYHOIIATOJIOTUYECKOTO MpoLecca.

IIpakTH4eckass 3HAYMMOCTH Pa0OThI

[IpakTudeckoe 3HaueHHE pabOTHI 3aKIIOYAETCs B CO3/aHUU Perucrpa manueHToB C
XPOHUYECKUMH JTU3MMMYHHBIMH HEHpOMaTUsiMU, 4TOo OyAeT CIocOOCTBOBATH MOBBIIICHUIO
Ka4eCTBA OKa3aHUs MEAULIUHCKOW MMOMOIIH TAHHOM KaTErOpUH MalyueHTOB.

Ananmu3 TpuuuH ommOo4yHOM amarHocTukd  XBJIII  mo3Boimi  BceCcTOpOHHE
NPOaHAIN3UPOBATH MPOOJIEMy BepU(PUKALMHM YKa3aHHOTO 3a00JIEBAHMSI, OINPENEITUTh MEpPbI
10 NMPEAOTBPAIICHUIO THATHOCTUYECKHUX OILINOOK.

[IpensioxeHsl HOBBIE b depeHInanbHO-IMarHOCTHIECKHIE MapKEpbI U
YCOBEPIICHCTBOBAHBI aAJNTOPUTMBI JU(PGEepEeHINATBHON JIUArHOCTUKU TPU XPOHUYECKUX
TU3UMMYHHBIX M TIOJIOOHBIX HEHUPOMATHSAX, YTO YIYYIIUT CBOCBPEMEHHYIO JIMATHOCTHKY
XPOHUYECKUX TU3UMMYHHBIX HEUpONaTU.

Ananmu3 mHorosnetrHero tedeHuss XB/Il u mynabTH(OKanbHOW MOTOPHOW HeWponaTtuu
MO3BOJIMJI OLIEHUTh OCOOCHHOCTH PpAa3BUTUS M TEUEHHUS YKa3aHHBIX 3a00JieBaHUN B
POCCHUICKOM MOMYJISALNHU, TPOAHATU3UPOBATh KAYECTBO OKA3bIBAEMOW MOMOIIM MAllUEHTaM C
JTAaHHBIMU HEUPOMATHSIMHU B HALLICH CTPAHE.

Omnpenenensl KIMHUYECKHE NporHoctudeckue (akrtopsl teueHuss XBJIII, kotopsie
MIOMOT'YT KOPPEKTUPOBATh TAKTUKY BEJICHUS JAHHOW KaTerOpUU MaIlMEHTOB.

Co3nanbl mpoekThl KIMHUYECKMX PEKOMEHJAlUid MO0 JUAarHOCTUKE U JICYEHUIO
XPOHUYECKHUX TU3MMMYHHBIX Herponatuii B Poccuiickoit @enepanuu.

MeTon0/10rus1 1 METOABI HCCJICTOBAHNUSA

HuccepraumonHass pabota - pe3yJabTaT MHOTOJIETHETO MCCIEAOBAHMS, KOTOPOE
nposoamiock ¢ 2018 mo 2023 rr. Ha 6a3ze LlenTpa 3aboneBanuil nepudepuyeckoil HepBHOU
cucrembl ®I'6HY HIIH. B coOTBETCTBHH ¢ TOCTAaBICHHBIMH IIEIBIO W 3a7ad4aMH PabOTHI
O0OBEKTOM HCCJEJOBAHMUS SIBUJIUCH TMALMEHThl C XPOHUYECKUMHU JU3UMMYHHBIMH U
no100HbpIMU HelponaTusiMu (n=530).

HccnenoBanue MPOBOAWIOCH B HECKOJIBKO JTAaloOB: B paMKax IIEpBOroO IJTama
HCCTIEOBaHUs TIPOBECH PETPOCTIEKTUBHBIN M MPOCIEKTUBHBIN Ha0op manueHToB ¢ XJIH, B
pesynpTare dYero ObU1 chopMupoBaH Peructp mamMeHTOB C  paccMaTpUBAEMbBIMH
HediponatusiMu (n=320); B XOA€ BTOPOr0 3Tama HCCIENI0BAaHUS MPOBEIEH CMELIaHHBIN
(MpOCTEKTUBHBIN U PETPOCIIEKTUBHBIN) aHANN3 KIMHUYECKUX W MAPAKIMHUYECKUX JaHHBIX
223 mamuentoB, obpatusmmxcs B ®TBHY HIIH c¢ 2018 mo 2023 rr. ¢ HampaBHUTEIbHBIM
muarHozoM  «XB/III», BeigeneHa rpymnmna MalMeHTOB C€ OMIMOOYHO YCTAaHOBJIECHHBIM
muarHozoM (n=150); mpoaHanu3upoBaHbl NPUYUHBI HEBEPHOW JMArHOCTHKH, a TaKXKe
[IEPEYCHb HO30JIOTMM, NPHU KOTOPBIX HEKOPPEKTHO YyCTaHaBiauBaeTcs auarHo3 «XB/III»;
TPETHI-IECTOW H3Tambl pabOThl BKIIOYAIU PETPOCHEKTUBHBIM, MPOCIEKTUBHBIM WM
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OJTHOMOMCHTHBIA aHajii3 JIaHHBIX KIWHUYECKOrO0 M MapakJIMHUYEeCKOTo obcnemoBanus 30
nanuentoB ¢ XB/III, 30 - ¢ ae-1IgM-ITIII-MI'H3 u 20 - ¢ me-IgM-ITAI1-JITI3; 35 manueHTOB
¢ MmyinbTtudokanbabiM BapuantoM XBJII u 30 - ¢ MMH; 31 nanuenTa ¢ oXBII u 35 - ¢
CI'b; 25 nauuentoB ¢ XB/IIT u 25 - ¢ HHCIIC cooTBETCTBEHHO; MTPOBONUIOCH KOMILJIEKCHOE
COTIOCTABJICHUE KIMHUKO-TAPAKIMHHYECKUX JAaHHBIX MMAllMEeHTOB PAacCMAaTPUBAEMBIX TPYIII
CpaBHEHHMsI; CEAbMOM dTam pabOThl BKJIIOYANT PETPOCICKTUBHBIM aHANW3 JaHHBIX U
OJTHOMOMEHTHOE (TIOTIEPEYHOe) KIWHUKO-TIAPAKIMHUYECKOE HCCIIe0BaHUE TMAI[MEHTOB C
nuarHozoM «XBIII» (n=45) u «MMH» (n=28), Oonerouux Oosiee 5 JeT, BOCBMOW 3Tamn
paboThl 3aKIIOYAJICSl B ONPENEICHUN KIMHUYECKUX TMPOTHOCTUYECKUX (PAKTOPOB TEUCHHS
XBAIL.

Knunnueckue MeToapl 00CiIeI0BaHMS BKIIOYAIHM MOIPOOHBIN cOOp aHaMHe3a KU3HU U
3a0071eBaHUsI, OIEHKY HEBPOJOTHUECKOTO CTaTyca, MHBATUAN3AINH U Ka4yeCTBa KU3HU (B TOM
gucie 1o 11  craHmapTU3MpPOBAaHHBIM  MEXKIYHApOJIHBIM Ikaimam). JlaGopaTopHas
JIMAarHOCTHKA MPOBOIUIACH 10 MOKA3aHUSIM C LIEJIbI0 YTOUYHEHUSI T€HE3a TOJMHEBPUTHUECKUX
HapymeHnid. THCTpyMeHTalIbHBIE METObI BKJIIOUATIN MPOBEJACHUE HEHPOPU3NOTOTHUECKOTO
(OHMT) u conorpaduueckoro (Y3U) ucciegoBanus nepudepruueckux HEPBOB B 00BEME,
KOTOPBIN OMPEACIISIICS 3TaloM PadOTHI.

OcHOBHBIE TOJI0KEHUS, BBIHOCHMBbIE HA 3ALIUTY

1. ChopmupoBan Peructp manmmeHTOB ¢ XPOHUYECKUMHU TU3MMMYHHBIMH HEHpONATHUSMHU.
XBJIII saBusgeTcs camoil pacnpOCTPAHEHHOW XPOHUYECKOW NU3UMMYHHOW HEUpPOIMATHUEHN B
POCCUNCKON MOy JISLINY.

2. l'unepauarnoctuka XBJIII B crpaHe sBIsieTCss KOMILIEKCHOM mpoOsieMoi, KoTopas
o0ycIioBJeHa HECOOMIOEHUEM MEXAYHAPOJHBIX KPUTEPUEB JAMATHOCTHKU 3a00JIEBAHMSL.
OcCHOBHasi NpHUYMHA JAHHOIO SIBJICHMS — METOJWYECKH HEKOPPEKTHOE IPOBEICHUE U
HEBEpHasi HHTEPIPETAIUs Pe3yJIbTaTOB ANEKTPOHEHPOMUOTPAPHUECKOTO UCCIEeIOBAHMS.

3. HocroBepuo  muddepenuupoars  XBIAIl  u  He-lgM-mapanporennemMuyeckue
JEMHUCIMHU3UPYIOIIUE IOJMHEUPONIATUA I10 KJIWHUKO-TIAPAKIMHUYECKUM JIaHHBIM HE
IIPEACTABIIAETCS BO3MOXKHBIM. EJMHCTBEHHBIM METOIOM, KOTOPBIA ITO3BOJUT YTOYHUTH
JIMarHo3, ABJseTCS AeKTpodope3 OEIKOB CHIBOPOTKH C UMMYHO(PUKCALIUEH.

4. «XonmomoBoil» Tmape3, BOBJICUEHUE MBIIII-pa3rudaTeseil KUCTe W TaibleB, a TaKKe
coHOrpauueckoe HcclieJOBaHUE CPEAMHHBIX HEPBOB M CTBOJIOB IUIEYEBBIX CIUIETEHUMN
MO3BOJISIIOT YTOUHUTH IMAarHO3 B CIOPHBIX AU((depeHIIMalIbHO-AMATHOCTUUECKUX CITydasx
npu MyabTHGOKansHOM Baprante XB/II1 u MynsTH(OKaTBHON MOTOPHON HEWPOTIATHH.

5. [Maroduznonoruyeckuii mpouecc mnpu octpom aedrore XBJIII reteporenen u pazBuBaeTcs
10 JIBYM CIIEHapUsAM: MOJI00HO JIEMUEIMHU3UPYIOIIEH WM HOJAIbHON (popmMaM cHHIpoMa
I'nitena-bappe. Ilposenenne OHMI-uccienoBanuss B JWHAMHUKE MpU TOJO3PEHUM Ha
XBII ¢ ocTpbiM Ha4aioM MO3BOJIUT YTOYHUTH IMArHO3 Ha CPOKE MEHEE 8 HEe/Ielb.

6. [lpennoskensl  HOBBIE HeWpoduszuonornueckue aupdepeHnrnarbHO-IMarHOCTUIECKHIE
Mapk€pbl, KOTOpbIE C Y4Ye€TOM KIMHUKO-aHAMHECTMYECKHUX JAHHBIX  I103BOJIAT
mubdepeniupoBate XB/III 1 HacieacTBEHHYHO HEWpOMATHIO CO CKIOHHOCTBIO K
napajgu4am OT CAABJIEHHS 10 POBEACHMS MOJEKYJISIPHO-TEHETUYECKOTO 00CIIE10BaHUS.



7. B poccuiickoifi TonmyJsIMu TOKazaH OjaronpuatHeid mpodwis Tteuenus XBIAIl u
HeOIaronpusATHBIN — MPU MYJIbTH(OKATHPHOM MOTOPHOW HEHPOIIATHH.

8. Bo3pact mammenta B 1e0roTe 3a0oJeBaHMs, BAapHUAHT OOJE3HH, CKOPOCTh Pa3BUTHUS
MOJIMHEBPUTUYECKUX HapyIIeHWH, a TakXkKe TMepuoJ OT Hayajga 3aboJjeBaHUs 10
Bepu(dHKaUK TUarHo3a onpeaesioT mporuos teuenus XBI1.

CreneHb 10CTOBEPHOCTH M anpo0anus pe3y1bTATOB HCCJIeI0BaAHUA

JIOCTOBEpPHOCTh MOJYYEHHBIX PE3YJIbTAaTOB, ITOJIOKEHUM, BBIHOCHUMBIX Ha 3allIUTY,
BBIBOJIOB M IIPAKTHMYECKUX PEKOMEHAALMI ONPEAeNsIlOTCS JOCTATOYHBIM KOJIMYECTBOM
BKJIFOYEHHBIX MMAIIMEHTOB C TOYHBIMU KPUTEPUSMHU BKIIOYEHHS] UM HEBKIIIOUYEHHUS; YETKOU
MOCTAHOBKOW IIEIM W 3aj]a4; HUCIOJIb30BaHHEM B paboOTe COBPEMEHHBIX KIMHUYECKHUX,
HEUPO(DU3MOJOTUYECKUX U HEMpPOBU3YaJIM3aLMOHHBIX  METOJOB  HCCIIEOBaHUS;
NPUMEHEHHEM aJIeKBAaTHBIX, B COOTBETCTBMU C IIOCTaBICHHBIMU 3a/JadyaMH, METOJIOB
CTaTUCTUYECKOTO0 aHanu3a. Pe3ynbTaTbl UCCIEAOBaHUS YacCTUYHO COIVIACYIOTCS  C
OIMyOJINKOBaHHBIMU paHee pad0TaMu U COJAEPKAaT HOBBIEC JJaHHBIE.

JHuccepranus anpobupoBaHa U PEKOMEHIOBaHA K 3alllUTe Ha PACIIUPEHHOM 3acelaHuu
COTPYOHUKOB 1-ro, 2-rO, 3-rO, 5-TO M 6-TO HEBPOJOTHMYECKUX OTHCICHUI, OTAEIICHUS
AQHECTE3UOJIOTUH-PEaHUMAIlM C T[ajaTaMM peaHuMal W WHTEHCUBHOM Tepamuw,
KOHCYJIbTaTUBHO-IUArHOCTUYECKOTO OTACJICHMS, OTJeJa JYy4YeBOW JMarHOCTUKH, OTJIeja
7a00paTOpHON TUArHOCTUKH, 1a00paTopuu KIMHUYECKOW Heilpodu3nonaoruu, 1adopaTtopuu
yIbTPa3BYKOBBIX  HccienoBaHuil  MHcTUTyTa  KIMHMYECKOW M NPOQUIaKTUYECKOM
HeBpoJioruu, MHCTUTYyTa HEeHpopeabUIUTAIMU U BOCCTAHOBUTEIBHBIX TexHomoruih @I'BHY
HITH ot 24 anpens 2024 roga (mpotokon Ne3).

Marepuanst qucceptanuu ¢ 2018 mo 2024 rr. ObUIM NPEACTABICHBI HA 5 PETUOHANIBHBIX,
24 BcepoccuickuX U 13 MeXIyHapOIHBIX MEPONPUITHUSAX, B TOM YUCIE: HA MEXIyHApOIHOMN
KoH(pepeHIMn «CoBpeMeHHbIE METOJIbl JUATHOCTUKU U JICYEHHs] HACJIEJICTBEHHBIX HEPBHO-
MBIIICYHBIX 3a0oneBanui» (Mockpa, 19.01.2021; 18.01.2022; 17.01.2023; 16.01.2024); Ha
KOH(pEpeHIIMN ¢ MeXAyHapoaHbIM ydacTueMm «BeliHoBckue uteHus» (MockBa, 28.02.-
02.03.2019; 27-29.02.2020; 17-20.02.2021; 10-12.02.2022; 08-10.02.2023; 19-21.02.2024);
Ha Bcepoccuiickoil KoHbpepeHunn «DyHKIMOHANIBHAS nauarHoctuka» (MockBa, 16-
18.09.2020; 25-27.05.2021; 25.05.2022; 31.05.2023; 29.05.2024); Ha BCEpOCCUHCKOMN
koH(pepenmn «Heitpopopym» (Mocksa, 29-30.06.2021; 22-23.06.2023) u ap.

BHeapeHnue pe3yabTaToB HCCIEA0BAHNS
[TonmyueHHbIEe pe3ynbTaThl BHEAPEHBI B PabOTy KOHCYJIbTaTUBHO-TUArHOCTUYECKOTO
otnenenusi, Llentpa 3a0oneBanuii nepupepruuecKoil HEPBHOM CHCTEMBbI, HEBPOJIOTUYECKUX
OTJECIICHUM U JPYTUX KIMHUYECKUX W AuarHoctuyeckux noxapazneneHui @I'bHY HI[H, a
TaK)XK€ B YYEOHBIN MPOLECC MOATOTOBKU KIMHUYECKUX OPAMHATOPOB, ACIUPAHTOB M Bpayeii-
HEBPOJIOTOB, KOTOPBIE MPOXOJIAT 00yUeHHE Ha IIUKJIAX MOBBIIICHUS KBATHU(PUKALINH.



Myoaukanuu
[To Teme nuccepTanyu OMyOIMKOBAaHbI 23 TIEYAaTHBIX HAYYHBIX paOOTHI, B TOM yucie 15
CTaThbell B XKypHaJlaX, peleH3UPYEMBIX B MEXKIYHApOHbIX 0a3ax manHbix Web Of Science u
Scopus; 19 crareii — B PpEIEH3HPYEMBIX JKypHaJIaX, pPEKOMEHJOBAaHHBIX Briciiei
aTTeCTAIlMOHHOW KOMHCCHUEH Tipu MMHHUCTEpCTBE HAyKH W BBICHICTO 0OOpa30BaHUS
Poccutiickoit ®enepanuu. [lonydeno 4 nateHTa Ha U300pEeTEHUE.

JIMYHBIN BKJIAJ aBTOPA

ABTOpPOM BBITIOJHEH aHAJU3 COCTOSHUS HAy4YHOW MpOOJIeMbl 1O JUTEPATYPHBIM
JTaHHBIM, C(OPMYJIMPOBAHBI L€ W 3aJayd paboThl, pa3paboTaH IW3ailH HCCIEAOBAHMSL.
ABTOpPOM TMPOBOJAWICS OTOOp TAIMEHTOB [UJISi TPOBEACHUS HCCIEIOBAaHUS C YYETOM
KPUTEPUEB BKJIIOUCHUS W HEBKIIFOUEHUS, aHAJIN3 AHAMHECTUYECKUX JAHHBIX U MEAULUHCKON
JOKyMEHTallui. ABTOPOM JIMYHO MPOBOAWINCH WX OBLIM OpraHU30BaHbI J1abOpaTOpHBIE U
MHCTPYMEHTAIbHBIE HCCIEOBAaHUs, BKIIOYEHHbIE B HCCIEAOBaHUE. ABTOPOM NPOBEACH
cOop, aHaNMM3 U CHUCTEMaTH3alUsl BCEX TMOJYyYCHHBIX JAHHBIX, CTaTUCTHYECKas oOpaboTka
MOJIyYCHHBIX pe3yJbTaTOB, HA OCHOBAaHMU 4Yero ObUIM C(HOPMUPOBAHBI BHIBOABI U
MPaKTUYECKUE PEKOMEHIALIUH.

CooTBeTcTBHE JUCCEPTALUH NACIIOPTY HAYYHOM CIIEMATBHOCTH
Jluccepranus COOTBETCTBYET MACIOPTy Hay4dHOU cnenuanbHocT: 3.1.24. HeBponorusi.
Ob6nacTpb HayK: MeOUIMHCKHE Hayku. HampaBieHue wuccrnenoBaHus: 3a0osieBaHUs
nepudepruyecKoil HEpBHON CUCTEMBI.

O0beM u cTpyKTYpa padoThl

Pabora uznoxena Ha 297 cTpaHUIaX MAIIMHOMMCHOTO TEKCTA U BKJIIOYAET OTJIaBJICHHE,
BBEJICHUE, O0030p JUTEpaTypbl, MaTepuanbl M METOAbl HCCIEIOBaHUS, PpEe3yJbTaThl
COOCTBEHHBIX  HCCIICJIOBAHUHN, OOCYXJIEHHE pe3yJbTaTOB, BBIBOJABI, IPAKTUUYECKHE
pEeKOMEeHJAINK, CIUCOK COKpAallleHWH, CHHUCOK JINTEpaTypbl; CIUCOK COOCTBEHHBIX paboT,
OIMyOJIMKOBaHHBIX MO TEME JIMCCEpTALMK U ABYX NpuiiokeHuid. Pabora mmmoctpupoBana 35
PUCYHKaMH U COAEPKUT 66 Tabnuil. CiucoK TUTepaTyphl BKIt0YaeT 277 UCTOYHUKOB, U3 HUX
— 21 oreuecTBeHHBIH U 256 3apyOEKHbBIX.



2. MATEPUAJI U METO/1bI UCCJIEJOBAHUSA

UccnenoBanue nposeneno B ®I'BHY "Hayunsiii nentp HeBposioruu" (r. Mocksa) B
nepuoa ¢ 2018 mo 2023 roxa. McciaenoBanue omobpeHo Ituyeckum komutetom PI'BHY
HIIH (mpotokoa Nel10-2/23 ot 27.12.2023 r.).

2.1. /luzaitn uccneoosanus u oouas XapaKmepucmurka nayueHmos.

[Tpoananm3upoBansl ganable 530 manueHTOB: 320 OOJNBHBIX € XPOHUYECKUMHU
TU3UMMYHHBIME HeliponaTusmu, 150 — ¢ ommbouHo ycTaHOBICHHBIM quarao3oM «XB/{I1» u
60 — ¢ mpyrumu Helipomatusamu (35 — ¢ curapomom I'uiicHa-bappe; 25 — ¢ HacaeACTBEHHOM
HelponaThell co CKIOHHOCTBIO K MapaanyaM OT CIIaBJICHHUS).

Kpumepuu exnouenus 6 ucciredosanue. Bo3pact Oonee 18 ner; HampaBUTEIbHBIN
nuarno3 «XBJII»; nmocroBepnsiii aumarHo3d «XBIAID», «IIAI» u «MMH» (cormacHo
muaraoctndeckuM  kputepusim EAN/PNS 2021 u EFNS/PNS 2010 cooTBeTcTBEHHO);
nocroBepHbid auarHo3 «CI'b» (cormacHo mmarHoctudeckuM kputepusim EAN/PNS 2023);
BepU(DUIIMIPOBAHHBIM ~ MOJICKYJISIpHO-TeHEeTHYeCcKuM  MetogoMm  auarHo3  «HHCIICy;
noAnMcaHHoe HHHOPMUPOBAHHOE COTJIAaCHE HA yYacTUE B UCCIICIOBAHUH.

Kpumepuu mnesxniouenus 6 ucciredosanue. BO3pacT MeHee 18 ier; ocTpele H
XpPOHMYECKHE COMAaTHYECKHe 3a00JIeBaHUS B CTaAUM  JCKOMIICHCAIIMH; HaJU4Yue
NpOTUBOMNOKAa3aHuil K mnposeaeHuto OHMI-uccnenoBanus; OTka3 OT ydacTHs B
UCCIIEOBAaHUMU.

Pabota nmpoBenieHa B HECKOJIBKO 3TaIlOB:

1. 6 pamxax nepgoeo smana ucciedosanusi IPOBEACH PETPOCIIEKTUBHBIN M TPOCTIEKTUBHBIN
Habop mauuentoB ¢ XJIH, B pe3ynbrare yero O6bu1 copMupoBad Peructp manueHToB ¢
paccMaTpruBaeMbIMU HEHPOMIATHSIMU;

2. 8 X00e 8mop020 3mMana Ucciedo8aHus MPOBEJEH MPOCTICKTUBHBIN U PEeTPOCIIEKTHUBHBIN
aHAIN3 KIMHUKO-TIAPAKJIMHUYECKUX NaHHBIX 223 manueHtoB, oopatuBiiuxcs B ®TBHY
HIIH c 2018 mo 2023 rr. ¢ HanpaBuTeNabHBIM AuarHo3oMm «XBJIID», Beigenena rpymnma
NAIMCHTOB C OMIMOOYHO YyCTaHOBJIEHHBIM jauarHo3oMm (N=150); mnpoaHamnM3upoBaHBI
IIPUYMHBI HEBEPHOW TMAarHOCTUKH, ITIEPEYEHb HO30JI0THM, ¢ KOTopbIMU ImyTaroT XB/IIT;

3. mpemuii-wiecmotl 3mansl pabomuvl GKAOYALU PETPOCTIEKTHUBHBINA, MPOCTIEKTUBHBIN WK
OJIHOMOMEHTHBIN aHAIN3 JaHHBIX KIMHUYECKOTO U MapakiImHudeckoro oocnenoanus 30
nanuentoB ¢ XBJ/III, 30 - ¢ He-IgM-IIAII-MI'H3 u 20 - ¢ ne-IgM-TTAII-JITI3; 35
nanueHToB ¢ MyibTudokamsaeiM BapuantoM XBJII u 30 - ¢ MMH; 31 nmanumenTta c
oXBIII u 35 - ¢ CI'b; 25 manuentoB ¢ XBJII u 25 - ¢ HHCIIC cooTBeTcTBEHHO;
MPOBOJUJIOCH KOMIUIEKCHOE COMNOCTABIICHUE KJIWHHUKO-TIAPAKIMHUYECKUX JIAHHBIX
MAalMEHTOB PACCMATPUBAEMBIX IPYIIN CPABHEHUS;

4. cedbmou aman pabomul BKIOYAIl PETPOCTIEKTUBHBIN aHAIN3 TaHHBIX U OJJHOMOMEHTHOE
(momepeyHoe) KIMHUKO-TIAPAKIMHUYECKOE UCCIEAOBaHUE MAalMeHTOB C JUAarHOo30M
«XBI» (n=45) u «MMH» (n=28), 6oneromux cojee 5 neT;

5. 6ocvmoli sman pabomel 3aKIOYAICd B ONPENEICHUHM MPOTHOCTHYECKUX (AaKTOPOB
teuenust XB/II1.
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2.2. MemooOwl KTuHUYeCcK020 00C1e008aHus.

BceMm manueHTam, BKIFOUSCHHBIM B HCCIICIOBaHHUE, OBUT IPOBEACH aHAN3 JOKYMEHTOB:
aMOyJIaTOPHBIX ~ KapT, BBIUCOK, AHAMHECTUYCCKHX JIAHHBIX, YTOYHCHHE CIIEKTpa
COITyTCTBYIONICH TATOJOTHH, JUTMTEIBHOCTH W OCOOCHHOCTEH TedeHus 3a00JIeBaHMUSA,
pe3ynbTaToOB  OOCIENOBaHWI, TMPOBEICHHBIX paHee. llammMeHTamM, BKIIOYCHHBIM B
HCCJICIOBAHUE, ITPOBEJICH aHAIM3 JKajl00, pe3ynbTara O0IIeTo U HEBPOJIOTUIECKOTO OCMOTpa
C OIIEHKOM JBUTATEIbHOMN, YyBCTBUTEIBbHON, KOOPJIUHATOPHOU U pedieKTopHOH cdep, B TOM
quclie 0 MEXTyHapoaHbIM IikaiaM: Neuropathy Impairment Score (NIS), Medical Research
Council Scale for Muscle Strength sum score (MRC), Inflammatory Rasch-built Overall
Disability scale (IRODS); Inflammatory Neuropathy Cause and Treatment (INCAT); Chronic
Acquired Polyneuropathy — Patient Reported Index (CAP-PRI). JomoaHuTensHO DalieHTaMm,
BKJIFOYCHHBIM B TPETHH ATall WCCIEAOBaHUS, MPOBOAMICS aHAIU3 CHUMIITOMOB IO IITKaje
OIICHKU W ompejelieHus crernenn atakcuu (Scale for the assessment and rating of ataxia;
SARA) u Bu3yanbHOH aHajmoroBoi Imkane Oonu (BAII); mammeHTam, BKIIOUCHHBIM B
YEeTBEPTHIN ATAll MCCICIOBAHUS - aHAIU3 CYOBEKTUBHBIX CEHCOPHBIX OIIYIICHHUH 1O IITKAaJe
obmreii omenku cumnromoB Heiiponatuu (Neuropathy Total Symptom Score — 9), onenka
KayecTBa ku3HU 1o mkane Rasch-built overall disability scale for MMN (MMN-RODS);
MmamyeHTaM, BKIIOYEHHBIM B IISITHIA dTaIl MCCleaoBaHus - oneHka mo mkaine Guillain-barre
syndrome disabilly score (GBSdSs); manuenTam, BKIFOUEHHBIM B CEIbMOM 3TaIl UCCIICIOBAHMUS
- onpeeNsuIcs cTaTyc akTuBHOCTH Oosie3Hu corytacHo CIDP disease activity status.

2.3. Memoowt nabopamopHozo 0o6ciedosanus.

B pamMkax yTOYHEHHsI NMPUYMH XPOHHUYECKOW MOJMHEWPONATHH, A TAKXKE MPOBEACHUS
muddeperiuanpbHoro  guarHosa ¢ X/ H-momoOHeIMM — HeWpomaTHsIMU, —TMallMEHTaM,
BKJIFOUEHHBIM B HMCCIIEJIOBAHUE, MO KIMHUKO-aHAMHECTHYECKHM IOKA3aHUAM MPOBOIAUIUCH
o0muii W pa3BepHYTHIH OMOXMMUYECKHH aHAJIM3 BEHO3HOW KpPOBH, TJIMKHPOBAHHBIN
reMorjioOMH, aHaliu3 KpoBM Ha YypoBHM ButamuHoB Bl2 wu B9, romonucreus;
PEBMATOJIOTMUECKUIM CKPUHUHT; 31eKTpodope3 OeIKOB CHIBOPOTKH ¢ UMMyHOUKcanuei (M-
IPajlueHT), MCCJIEJA0BAaHUE CIOUHHOMO3IOBOM JKHUJIKOCTH; MOJIEKYJIAPHO-TEHETHUYECKOE
HCCIIE0BaHUE U JP.

2.4. Memoowt neitpoghusuonozuueckozo o6cnedosanus.

Heiipoduszuonornyeckoe oOcienoBaHue MPOBOAMIIOCH BCEM  MAallMEHTaM.
CrumymnsiuoHHast anexTpoHeipomuorpadus (OHMI') BwimonHsIach € HCIOIB30BaHUEM
yeTeipexkaHambHoro Muorpagda Keypoint Clinical System (Medtronic, J[lanus) mo
crangaptHoii Mertoauke (Stalberg E. et al, 2019; Kimura J., 2013) npu Temmeparype
noBepxHocTn Tena He MeHee 33C°. AHamM3uMpoOBaNIMCh OOUICTIPUHSTHIE IapaMmeTphl
UCCIICZIOBAaHUSI MOTOPHBIX ¥  CEHCOPHBIX BOJIOKOH. 3a HOPMATHBHBIC 3HAYCHUS
aHATM3UPYEMBIX MApaMEeTPOB NPUHUMAINCh HOPMBI, pekoMeHjoBaHHbie D.Preston wu
B.Shapiro (2020) u Kimura J. (2013). O6sem DHMI -uccienoBanus onpeaessics 3agadaMu
TOTO WJIM WHOTO dTara paboThl.
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Hronpuaras AIIEKTPOMHUOTpaQHSI (OMI) BBITTOJTHSJIACH OJTHOPa30BBIM
KOHIICHTPUYECKUM HTrOJIbYaThIM 3JICKTPOJOM 10 cTaHaapTHoi meroauke (Stalberg E. et al,
2019; Kimura J., 2013) ¢ ucnoyiib30BaHueM ueThipexkanaabHoro muorpada Keypoint Clinical
System (Medtronic, Jlanus). OOcnegoBaHue MPOBOAWIOCH MAIllMEHTaM, BKJIIOYEHHBIM BO
BTOpOW dTanm paboThl (aHanmu3 omuOOK amarHocTuku XJIH) ¢ menpro mpoBemeHus
QG epeHInalIbHOTO UAarHo3a, a TaKkke OOJBHBIM CEIBMOTO dTara MCCIeTOBaHus (OIEHKa
JMaHHBIX manueHToB ¢ XJIH B ornameHHOM KartamMHe3e) Uil YTOYHCHHS CTEIICHH
JICHEPBAIMOHHO-PCMHHEPBAI[MOHHBIX W3MEHCHHM B MbIIIax. B mepBoM ciaydae oO0beM
00CIIeIOBaHUS OIPENEISUICS PEe3yJIbTaTOM HEBPOJIOTUYECKOTO OCMOTpa, BO BTOPOM —
UCCIIeZIoBajach TMEpenHss OoJbIneOepIioBasl MbIIIIAa C OJHOW CTOPOHBI. OIEHUBAIHCH
OOIICTIPUHSTHIC  MapaMeTpbl, 3a HOPMATHBHBIC 3HAYCHUS NPUHUMAINCH  HOPMBI,
pexomenaoBannbie b.M. I'ext ¢ coas. (1997) u Stalberg E. et al. (2019).

2.5. Memoowt neliposu3yanu3zauuonHHozo 06c1e006anus.

YapTpa3BykoBoe uccienoBanue (Y3M) npoBoanuaochk ¢ UCIOJIb30BAHUEM almapara Y 3-
nuarnoctuku SonoSite EDGE |1 (CIIA) wiu Fhilips Elite (CIIA), JuMHEHHBIM JaTYAKOM C
gacToToi 6-13 I’ B mporpaMMe HCCIIeIOBaHUS MATKHX TKaHEH WM CKEJIETHO-MBIIICYHON
CHUCTEMBI B cepolKalbHOM pexume (B-pexume). OneHuBanach IIIOmaas MOMEPEYHOTO
ceuenus (I1I1C) HepBOB MO OOMIEPUHATHIM MpaBUJIaM; a TaAKKE MATTEPH UHTPAHEBPAIBHBIX
u3MeHeHni o kinaccudukanuu Padua L. et al (2014). B 3aBucHMMOCTH OT 3aa4¥ TOTO WIIH
WHOTO 3Tana padotel Y3U nepudeprudeckinx HEPBOB BBINTOJHSIOCH MO cokpariennomy (High
Resolution Ultrasound (HRUS); Goedee H.S. et al., 2016-2021) wim pacmiipeHHOMY
(Ultrasound pattern sums core (UPSS); Grimm A. et al., 2015) nporokoiny obcnenoBanus. 3a
HopMmaTtuBHble 3HaueHus [IIIC wuccnegyemMbix HEBPAIbHBIX CTPYKTYp TNPUHUMAIHUCH
napaMeTphbl, ipeacTaBieHHble B padoTax Kerasnoudis A. et al., Goeede H.S. et al. u Grimm
A. etal.

MPT cnnerenuii, MPT rojoBHOro M CIMHHOIO MO3Ta BBINIOJHSIIOCH ITAIIMEHTAM C
nenpio auddepeHnnanbHOl AMarHocTUkU. MccnmenoBanue MpPOBOAUIOCH 0€3 BBEICHHS
KOHTPACTHOTO BEIeCTBA Ha MarHUTHO-pe30HaHCHOM Tomorpade Siemens MAGNETOM
Verio ¢ BeMMYMHONW MarHUTHOW MHAYKUUHU 3 Ti U BKIIOYAIO CTaHAAPTHBIE PEXHUMBI, B TOM
grcne STIR.

2.6. Ananu3 npoznocmuueckux gpaxkmopoe meuenus XB/II.

[TepBbIM 3TaroM B TpyIIE MAMEHTOB ¢ KaTaMHE30M 0Ooje3Hu Oosee 5 ser (n=45),
PETPOCHEKTUBHO MPOAHATU3UPOBAIIN BIIUSHUE BapuaHTa (TUIIMYHBIA U MyJIbTU(QOKAIbHBIN) U
Tuna naedrTa Oojie3HU (OCTPHIM WM XPOHHYECKWN) Ha TEUCHHE 3a00JICBaHUS B IIEJIOM.
BropeiM »Tamom, mpoaHanu3UpOBaHBl (AKTOPHI MPOTHO3a OJIATONPHUSTHOTO TEUEHUS
6one3nu. OreHKa 3HAYUMOCTH KJIMHUYECKUX (hakTopoB nporHo3a npu XBJII npoBoaunack
IIOCPEICTBOM PETPOCIHEKTUBHOIO aHAIN3a MEIULIMHCKOM JOKYMEHTAllUH U COIIOCTaBJICHUS
JAHHBIX TPEIUKTOPOB C PA3IUYHBIMM XapaKTEPUCTUKAMHU OJaronpusiTHOrO TEUYCHUS
3aboneBanus (craryc < 3 mo CDAS).
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2.7. Cmamucmuueckue memoovl 00padbomKu OaGHHbIX.

Mamemamuueckasa obpabomka pe3yibmamog TPOBOIUIACH C TOMOIIBIO TaKeTa
nporpamm  Microsoft Excel 2010 u IBM SPSS Statistics 22. KadecTBeHHBbIC TaHHBIC
npelcTaBiIeHbl B BuAe 4acToT (N) U mpoueHToB (%); KOJIUYECTBEHHBIE - JJIsi MPU3HAKOB C
OTJIMYHBIMUA OT HOPMAJILHOTO pacmpeneieHus B Bujae MeauaH (Me), BepXHEro u HHUXKHEro
kBapTiied [LQ, UQ]. Jlns XapakTepUCTHKH paclpeieiCHHs HCIOIb30BAIUCh TECThI
KonmoropoBa-CmupnoBa u Ilanupo-Yunka. CpaBHeHHe TmoKaszaTejeil B TIpymnmax Io
KOJIMYECTBEHHOMY TIOKA3aTeNo0, paclpeiesieHne KOTOPOTO OTINYAIOCh OT HOPMAJIBHOTO,
IIPOBOIMIIOCH ¢ Tomotbto U-kpurepus ManHa-YUTHH.

J171st OLIEHKU MPOTHOCTHYECKOW WIIM TUAarHOCTUYECKON 3HAUUMOCTH psjia KIMHUYECKUX
U TIAPaKIMHUYECKUX IMapaMeTpOB TMPUMEHSIACh OWHApHAS JIOTUCTUYECKAs PErpeccus ¢
nocienyromuM ROC-ananu3zom (Receiver Operator Characteristic), onpeaeneHueM MIIOIIaau
nox kpuBoit (AUROC), onTuMaasHOTO MTOPOra, €ro YyBCTBUTECIBHOCTH U CIICIIU(PUIHOCTH.

Paznmuuus cauraanch CTaTUCTUYECKU 3HAYUMBIME 1pu ypoBHE P<0,05.

3. PE3YJIBTATBI HCCJIEAOBAHUSA U UX OBCYKIEHUE

3.1. Pecucmp nayuenmoe ¢ XxpoHU4eCKUMU OUUMMYHHBIMU HEUPORAMUAMU.

B xonme MHOroneTHero perpo- M MpOCHeKTHBHOro Habopa mamueHtoB ¢ X/IH x 31
nexabpst 2023 roga B Peructp BriaodeHo 320 0oibHBIX (Tadi. 1). B peructp BKIIOYAIUCHh
MAIUEHTHI C JIOCTOBEPHBIM JTUATHO30M, HMCIOIIHE IMOTHYI0 WH(GOPMAIIHIO TT0 3a00JIEBAHUIO B
uHpopmannonHoit cucreme ®I'BHY HIIH «Menuanory.

Tabauua 1 — [lemorpaduueckue qanubie nanueHToB ¢ X/H, BKIIOYEHHBIX B peTUCTD.

XapakrepucTuka XB/II T AT MMH Bcero
Koun-Bo uenosek, n (%) 180 (56) 79 (25) 61 (19) 320
XKenmunust : Myxuunsr, N (%) 80:100 29 :50 24 : 37 133:187

(44 : 56) (37 :63) (39:61) (41:59)
Bospact na 2023 rop, et 52 [42; 62] | 62 [54; 68] | 50 [42; 58] | 54 [44; 63]
Me [LQ; UQ], MUHEMYM-MaKCUMyM 19-84 19 -83 31-69 19 -84
Karamnues 6one3nu Ha 2023 rox, neT 5[3; 9] 31[3; 9] 11 [7; 14] 513; 10]
(Me [LQ; UQ])

Bosnee monoBuHbI manueHToB B peructpe coctaBmin 6ombabie ¢ XBJIT (180/320, 56%),

y OOJBIIMHCTBA M3 HUX BEpUPHUIMPOBAH TUMWYHBIA BapuaHT Ooneznu (111/180; 62%), y
Tpetn — MyibTUGOKambHBINA (59/180; 33%), B €MMHUYHBIX CIydasX — JPYTUe BapHUAHTHI
(10/180; 5%). ¥V 22 manuentoB ¢ XBIT (12%), BomeAIIMX B PETUCTP, OTMEYAJICS OCTPBIA
NeOr0T 3a00JIeBaHMSL.

B peructp Bonum 6omnbubie ¢ XJIH u3 50 pernono P® (50/89; 56%): B monoBuHe
ciny4aeB — u3 MockBsl (143/320; 45%), B monoBune (177/320; 55%) — u3 npyrux cyObeKkToOB
cTpanbl (M3 HUX MockoBckas o0iacth - 51/177; 29%) (puc. 1).
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Pucynok 1 — Peruonsl PO, Bxmouennsie B Peructp namuentoB ¢ X/IH (BblaeneHsl
CHHUM IIBETOM).

Peructp manuentoB ¢ XJIH ®I'BHY HIIH, BkitoyaeT He TobKkO memorpaduyeckue
JMaHHble, HO W AaHAMHECTUYECKYI0 M KIMHUYECKYI0 UWH(GOPMAIMIO, YTO MO3BOJISET
AHAJIM3UPOBATH BCECTOPOHHUE JAHHBIE, UMETh NPEACTABICHUE O KadyeCTBE OKa3bIBAEMOM
MEIUIIMHCKON TOMOIIY JAaHHOW KaTerOpuu MalueHTOB.

3.2. Komnnexchutii ananus npuuun omuoounoi ouacnocmuxu XB/IT
6 Poccuiickou ®@edepayuu.

N3 223 nanuenrtoB, HampasieHHbix B PI'BHY HIH c¢ aguarnozom «XBJID»,
3a0oneBaHue ObLIO MOATBEPKIAEHO JHIlb Yy 73 uenosek (33%); octanbHble 150 (67%) Obln
BKJIIOYEHBl B HACTOsIIEe HccienoBaHue. MennaHa Bo3pacTa MMalMEHTOB C OHIMOOYHO
YCTaHOBJIEHHBIM Jquarno3om «XBJIID» coctaBuna 55,5 net [43; 63]; KOIMYECTBO MYyKYUH H
YKEHIIMH 0Ka3aJloCh PaBHBIM (COOTBETCTBEHHO 75 M 75 denoBek); oOuuii karamHe3 0oye3HU
no oopamienust B HIIH - 3 roxa [1,75; 5,25].

[Tocne yTouHEeHUs] OKOHYATENBHOrO JuarHo3a nanueHTsl (N=150) Obuin pasaeneHsl Ha
rpynnsl: B 1 rpynmy Bouutd nmanueHTtsl ¢ nonuneiponarueit (ITHIT) apyroro renesa (n=94;
63%), BO 2 — MalMeHTHI C IPyTUM HEPBHO-MbIIICUYHbIM 3a0oneBanueM (N=39; 27%), B 3 —
nanueHTsl ¢ Oonesnsmu LIHC (n=10; 7%) u B 4 — nuua, He MMEIOIIME OPraHUYECKOIo
3a0oneBaHuss HepBHOW cuctembl (N=7; 5%). B 1 rpynnme Haumbojee dYacThIMH
OKOHYATeabHBIMU AuarHo3amu okaszamuchk ITJIIT (n=23; 25%), HHCIIC u HMCH 1 Tumna
(n=14; 15%); B0 2 rpymme — 0oJe3Hb ABUTATENIbLHOrO Heipona (N=18; 47%) u cuHapOM
KOHCKOT0 XBocTa BepredporenHoro renesa (N=10; 26%).

Takum oOpaszoM, ompenaeneHa yacToTa HeBepHOU auarHoctuku XBJIII B poccuiickoit
NOMYJISIUM,  OXapaKTepU30BaH  CIEKTP  HO30JOTUH, TpU  KOTOPBIX  OLIMOOYHO
yCTaHaBiauBaeTca nuarnos3 «XBID».
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Ananusz nHexoppexmuoti ouaznocmuxu XB/[II na smane coopa anamuesa.
Ommmbku auarHoctukn XBJIIT Ha aTame cOopa aHamMHe3a ObUIM OTMEUYEHBI B 65%
ciy4daes (N=98/150) (puc. 2).
as 42

40

B MHoroneTHee MeaseHHo
nporpeccupyiolee Tedenme

35
M 3Ha4yuman comaTUyecKan

natonorusa
30

25 OTArOWEHHbIN CeMeRHbIA
aHamHes
20

W [porpeccrpoBaHue

15
cUMNTOMOB < 8 Hegenb

10

a W OTAroOWeHHbIM
TOKCUKONOMMYEecKuia
aHamHes

5

0

Pucynok 2 — Criextp omm6oxk auarnoctuku XB/II1 Ha aTame cOopa anamuesa (N, gen.).

Ananusz nexoppexmuou ouacnocmuxu XB/{II na smane He8ponocuiecko2o ocmompa.

Ommobku auarnoctuku XBJIII Ha 3Tane HEBPOJIOrMUECKOr0 OCMOTpPa ObLIM OTMEYEHBI
Oomee uwem B Tperu ciaydaeB (N=58/150; 39%). Haumbomnee wuacteiMu (50-100%)
HexapakTepHbiMu st XBJIII cumnTomamu, KOTOpble HE OBLIM Y4TE€HBl HEBPOJIOraMH IpU
MIOCTAaHOBKE JIMarHo3a, OKa3ajJuch: OTCYTCTBHE MAape30B MBILIL PYK WM HOT, THIOTPO(dHUS
HNapeTUYHBIX MBI MPH JJIUTEILHOCTH 3a00JIeBaHUS MEHee 3 JIeT, IUCTalbHBIA MaTTepH
MBILIEYHON €Iab0CTH, COXPAHHOCTb pPEQIIEKCOB C aXWUIOBBIX CYXOXHWIUH, HaIuune
HEHUpOnaTu4eckoro 00JIEBOro CUHAPOMA, a TAKKE OTCYTCTBHE UyBCTBUTEIbHBIX HAPYIICHUM.

Ananuz nexoppexmuoti ouacnocmuxu XB/I1 na smane DHMI -uccredosanusi.

N3 150 manuentoB DHMI -uccnenoanrie He Obuto BhIMONHEHO Y 7 (5%). 36 u3 143
nanueHToB (25%) mnpeaocTaBUIM TOJBKO 3aKJIIOYEHHE O€3 OCHOBHOTO MPOTOKOJAa C
rpa¢puyeckuM uzoOpakeHueMm KpuBbX. Jlumb y 12 w3 107 nanuentoB (8%) DHMI-
uccieoBaHue ObLIO MPOBEIECHO B JOCTaTOYHO 00bEME M METOJMYECKH BEpHO. B ocTanbHbIX
ciayuyasx (n=95; 88%) mpu ananuze npoTokosa nepBuuHoro DHMI-uccnenosanus Oblu
BBISIBJICHBI T€ WJIM MHBIE HETOYHOCTH, KOTOPHIE HE MO3BOJIMIIN MOJATBEPIUTh WIH UCKITIOUUTh

JMar{o3 0e3 J0MOJHUTEIBHOTO YTOUYHSoIIero oocienopanus (puc. 3).

100 95
87

90 ® He yKazaHa HaKOKHAA TeMIIepaTypa

80 | 75

70 B HepepHo paccTaBeHbl MapKEPLI

JIATEHTHOCTElT BOMH

HagofkH 1 ap TehakThl, HCKaAAOIIHE
PEYIBTAT HCCTEQOBAHITA

= HepepHoe 113Mep eHlie paccToAHIA
MEATY TOUKAMH CTHIMY AL

® HepocTaTouHad civla CTHMY 12

Pucynok 3 — Meroauueckue omubku ODHMI-uccnenoBanusi, OTMEYCHHBIC B
MPOTOKOJIaX Y MAIIMEHTOB C HEBEPHO YCTAaHOBJICHHBIM quarao3oM «XB/II» (n).
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Takum oOpazoM, Ha BCeX AMArHOCTUYECKHX 3Tamax o obpamenus B ®I'BHY HIIH
«XBII».

OHMI -
WCCJIEOBaHUsA, TPUBOIUT K OIMMMOOYHOMY CYXKISHHIO O JHMAarHo3e B IMOJABISIOINIEM

OIIPCACIICHBI OCHOBHBLIC IIPUYNHBI HeKOppeKTHOﬁ BepI/I(bI/IKaHI/II/I Juaro3a

OTMedyeHO, YTO HEBEPHOE NPOBEJIEHWE M HUHTEPIpETalusl pe3yibTaToOB

OonbiuHCTBE ciaydaeB (92%).

3.3. Cpagnumenvuwlil ananu3 KIUHUKO-NAPAKIUHUYECKUX OAHHBIX NAUUEHM 08

¢ XB/AII u ne-1gM-napanpomeunemuueckumu oemuesuHuzupyroumumu
ROJUHEUPOnamuImMu.

[IpoBeneHn aHaiM3 NaHHBIX KIMHUYECKOTO M MapakiMHUYecKoro obcienoBanus 30
nanuentoB ¢ XBJII (1 rpynma), 30 mauuentoB ¢ He-IgM-TIIAII-MI'H3 (2 rpynmna) u 20
narenTtoB ¢ He-lgM-TIAII-JIII3 (3 rpynma) (tabm. 2). Ilamwentsl 1 rpymmsl B aeOroTe
3a00JIeBaHMS OKA3aJIMCh 3HAYNMO MOJIOXKE 10 CpaBHEHMIO ¢ OoybHBIMU 2-3 Tpym (P<0,05).

Tadoumuna 2 — KIIMHUKO-3NMAEMUOJIOTHYECKAS XapaKTEPUCTHUKA BKIIFOUEHHBIX B TAHHBIN
ATal UCCIEAOBAHUS TAIIMEHTOB.

XapakTepucTuka 1 rpynna 2 rpynna 3 rpynmna p
KonuuecTBo mamuenTos, N 30 30 20 -
XKenmmnsr : Myxuunnsl, N (%) 13:17 12:18 9:11 p12>0,05
P13 > 0,05
P2-3 > 0,05
Bospacr nebrorta 60/1€3HH, JI€T 44 63 64 p12= 0,001
Me [LQ; UQ] [32; 53,7] [57; 69] [57; 67,5] gl-sf 8331
2-3 — Y,

B rpynne namumentoB ¢ He-lgM-IIIII-MI'H3 3HaunMo daiie BbIABISUIACH CEKpELUs
lgG-kamma (p<0,05), Torma xak y 6onpHbIX ¢ He-lgM-TIATT-JITI3 - 1gG-nam6aa (p>0,05).
3HaYMMBIX Pa3Iuyuil IO YPOBHIO CEKPEIMU NTapanpoTenHa B 2 U 3 Tpynmnax He OTMEYEHO.

CpasHumenvubili aHaIU3 KIUHUYECKUX OAHHDBIX.

Yactora xanob Ha HeWpomaTuueckuil 00JIEBOM CHHIAPOM BO 2 U 3 IpyIIax OKa3aiach
3HauuMoO Bbime, yeM B 1 rpynne (p=0,0034). B cTpykType KIMHUYECKOW KapTUHBI
HEBPOJIOTMYECKUX HAPYUIEHUWH y MAaUMEeHTOB 1-3 rpynm BO BCEX CIydasX OINpEAesiach
MOJIMHEBPUTUYECKAs] CHUMIITOMATHUKA, MPU 3TOM CPAaBHUTEIBHBIN aHaln3 BbIPAKEHHOCTH
HapyuieHuit B nmepuoa manudectanuu 6oneznu no mkanam NIS, MRC, INCAT u IRODS =e
BBISIBIJI 3HAYMMBIX pa3inuuii (Tadi. 3).

Tabauua 3 — CpaBHUTENbHBINA aHAJIU3 BEIPAXKEHHOCTH HEBPOJIOTMYECKUX HAPYIICHUHN y

nanueHToB 1-3 rpymnn (cymmapnsiii 6amt; Me [LQ; UQ)]).

IIxkanabl 1 rpynna 2 rpynna 3 rpynna p
NIS (Hopma - 0; BEIpasKeHHBIE 77 [56; 86] 83 [61; 95] 80 [63; 95] 21-228'13
Hapymenus - 144) Dra= 0.2
MRC (Hopma - 60, BEIpakeHHBIC 38 [26; 42] 38 [26; 44] 30 [23; 36] 21-228"1‘9
Hapymenus - 0) Dra= 021
INCAT (aopma - 0, BEIpaKeHHbBIC 71[4; 8] 715; 8] 71[5; 8] El-ng'g
Hapymenus - 10) Dra=05
IRODS (HopMma - 48, BeIpaskeHHbBIC 38 [33; 42] 39 [37; 45] 39 [37; 44] El-ng'g
Hapymenus - 0) Pra=05

16



VY mauueHToB 3 rpynmnbsl cyMMapHBIM Oail Mo HIKajie BBIPAXKEHHOCTH CEHCUTHBHOU
arakcun SARA oka3ajcs 3Ha4MMO BEIIIIE [T0 CPaBHEHHUIO ¢ OonbHbIME 1 1 2 rpymm (p<0,05).
BereratuBHbie HapyIlIeHHs HE BBISIBISUIUCH HU Yy OJHOTO nanuenTta 1-3 rpymnmn. Tpoduueckue
HapylIeHUs] He OBLIM OTMEYEHbl Y MAlMEeHTOB | Tpymibl, TOTJa Kak BO 2 M 3 rpymmax
peructpupoBairck coorBercTBeHHO B 30 1 50% ciyvaes (p<0,05).

Cpasnumenvhbiii aHaiu3 HeUpoPYU3UOIOSULECKUX NAPAMEMPOS.

VY Bcex manueHToB 1-3 rpymm (N=80) BBISBISICS reHepaIN30BaHHBIN, CEHCO-MOTOPHBIN
HEBPAJIBHBIN YPOBEHB IMOPAKEHUS MIEPBUYHO JEMHUEIMHUZHPYIOMIETO XapaKTepa, 0TMEUYaIoCh
COOTBETCTBHE XBAIT (EAN/PNS  2021).
OHMI -uccnenoBanuss MOTOPHBIX  BOJIOKOH
nepuepuuecKux HEPBOB y TMAlMEHTOB 1-3 rpymnm HE TPOAEMOHCTPUPOBAT 3HAYMMBIX
pasinuuii Mo BEJIMYMHAM JIATEHTHOCTEH W aMmIuiuTya nM-otBetoB, a takxe CIIm (p>0,05).

QJICKTPOAUATrHOCTUICCKUM KpUTCPpUAM

KonuuecTBeHHBIM  aHaMu3 PE3YJIbTAaTOB

ITpu sToMm y maruenToB 1 rpynmsl (XB/II1) mo cpaBHenuto ¢ 6onpHBIMEU 2-3 Tpy (He-1gM-
[IAI) 1opu HEPBOB  PYK qarie
peructpupoBaauch bBII wu gucnepcus M-otBetoB (p<0,05); a mnpu HCClIeIOBaHUU
JIBUTATEIBLHBIX HEPBOB HOT - 3HAYMMO pEXE OTMedallach HEBO30yAMMOCTh MOTOPHBIX

HCCJIICO0OBaHUU MOTOPHBIX BOJIOKOH 3HA4YUMO

BOJI0KOH (P<0,05). KonuuectBenHsbIit ananu3 pe3ynbratoB DHMI -uccienoBanusi CEHCOPHBIX
BOJIOKOH TMepuepruueckux HEPBOB Yy MalMEHTOB 1-3 Tpynnm He MNpOJEMOHCTPUPOBAIT
3HAYMMBIX Pa3JIMYMii IO OCHOBHBIM aHATM3UpyeMbIM napamerpam (p>0,05).

CpasHumenvhbill AHAIU3 COHOZPAPUUECKUX NAPAMEMPO8.

[Mpu VY3-uccnenoBanuu mno mnporokosnry H.S. Goedee Bo Bcex rpymmax B TOJOBHHE
ciaydaeB BbIABILUIOCH XapakTepHoe miusa XBJIII ysenmuenume IIIIC cpenmHHOrO HepBa u
CTBOJIOB IUICUEBBIX CIUIETEHHM, OJHAKO CTATUCTUYECKOM pa3HULBI MEXIy TpyIIaMu
otMedeHo He 0b110 (P>0,05) (Tadm. 4).

Tadmuma 4 —  CpaBHUTENBHBIM  aHaIU3  pPE3yJIbTATOB Y 3-HCCIIEIOBAHMS
nepudepruecKux HepBoB 1o nporokony Goedee H.S. y maruenTos 1 - 3 rpymm.

YpoBeHb HCCIET0BAHUS 1 rpynna 2 rpynma 3 rpynma p
Hopma IIIIC n=20 n=15 n=13

CpeMHHBIN HEPB, PEATLICYBE 9[8; 10] 8[7; 10] 9[7;11] 91-2:8;
N<10 aw® (Me [LQ; UQ]) pra=07
CpeMHHBIN HEPB, ILIEY0 14 [11; 16] 13[10; 15] | 14 [10; 16] pl.zzg,g
N<13 vm? (Me [LQ; UQ]) Sy
BepxHux CTBOJI MJICUEBOTO CIUICTCHUS; 91[6; 11] 8[7; 10] 9[7;12] pl‘ig’;
N<8 a? (Me [LQ; UQ]) pra=08
Cpennuii CTBOJI TJIEUEBOTO CILICTEHHUS; 10 [8; 12] 111[9; 13] 11 [7; 14] Pl-zz%
N<8 vn? (Me [LQ: UQ]) =08
HuxHMI CTBOJ MI€9€BOTO CIUICTEHUS; 11[9; 12] 10 [8; 11] 12 [9; 14] "“28"3
N<8 vn? (Me [LQ: UQ]) =03

Takum 00pa3oM, HECMOTPS Ha HAIWYHE T€X WIM MHBIX OTIMYUTEIBHBIX YEPT, aHAIU3
KJIMHUYECKOro (eHOoTHNa, HeMpopU3MOIOrHYeCKUX M COHOTpadUUecKUX HW3MEHEHHH Y

nanueHToB ¢ XB/II u ne-IgM-TTJIIT He mokasan BEICOKOCTIEM(PUICCKUX PA3TUIHH.
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3.4. Cpagnumenvuslil ananu3 K1UHUKO-NAPAKIUHUYECKUX OAHHBIX NAUUEHM 08

¢ myavmughoxanvrvim eapuanmom XB/II u myremughoxanonoit momopuoi
Heliponamuei.

B mannbiii stan pabotsl BkiIodueHo 30 mammenToB ¢ MMH (1 rpymma) — 12 sxeHuH
(40%) u 18 myxumn (60%) B Bo3pacte oT 34 mo 68 nger (Me = 49 ner [41; 56]); u 35
narueHToB ¢ MXB/III (2 rpynmna) — 9 sxenuun (26%) u 26 myxuun (74%) B Bo3pacte oT 25
1o 78 net (Me = 52 xet [40; 61]) (p>0,05).

Knunuxo-netipoguzuonocuueckas xapakmepucmuka 08u2ameibHblX HapyuleHuil.

Bce BritoueHHBIC B JaHHBIA dTall MCCIICIOBAHUS MAIIMEHTHI PEIbIBISIIN KaIOObI Ha
neurarenbHbie HapymeHus (N=65; 100%). YcuieHune MBIIICUHOW CIA0OCTH MPH HHU3KOM
TEeMIIEpaType BO3ayXa («XOJI0JOBOM» mMape3) ObUI XapaKTepeH IS MAlMEeHTOB | TpymIbl
(n=23, 77% mnporuB n=5, 14%; p<0,001). Anamu3 pacrnpeacicHHs Mape30B MBIIII]
JUCTAIIBHBIX OTIEJIOB BepXHUX KoHeuHocTel mo mkane MRC moka3zan, 4Tto y manueHToB C
MMH mnape3 < 3 O0amioB 3HAUMMO 4Yalle BBISBISUICS B  MBIIIIAX-pa3rudaTesnsax
kucteit/maneies (N=18; 60% npotus N=6; 17%; p<0,001) (puc. 4).

Mbiwubi-pasrubatenm nanbues kuctu (p<0,001)

70% -

60%

60% -
50%
40% - M 3 1 meHee bannos
30% -+ m4banna
20% -+ 5 bannos

10% -

0% -

MMH mxXBAn

Pucynok 4 — BripaxkeHHOCTh TMape3a MbIIII-pa3rudareneil maiablleB KUCTEH Y
MAIMEHTOB ¢ MYJIbTH(OKATHHONW MOTOpHOU Helpomnatueit 1 MXB/II1.

IIpu conocraBnenun napamerpoB DHMI -uccnenoBanuss MOTOPHBIX BOJIOKOH HEPBOB
pyk y mamueHtoB ¢ MMH u mMXB/III Oputn monydeHbl [aHHBIE, HE IO3BOJISIONINE
muddepenupoBath paccmarpruBaembie X/ H.

Knunuxo-netipoguzuonocuueckas xapakmepucmuka ceHCOPHbIX HAPYUICHULL.

B xone cpaBHMTENBHOIO aHaINW3a CYyOBEKTHBHBIX CEHCOPHBIX HAPYIIEHUH MO MIKaie
NTSS-9 y nanueHToB 2 rpymnmbl MO CpaBHEHHIO ¢ | ObLI OTMEUEH 3HAUYUMO OOJBLINI
cymmapubii 6am (0 [0; 2] u 6,3 [3; 9]; p<0,001).

ITACH mnpu wuccnenoBaHUM BEPXHUX KOHEYHOCTEW PpErMCTPUPOBAINCH Y BCEX
NAalMeHTOB | Tpymmbl, ¥ y TOJABISIONIETO OONbIIMHCTBA OONbHBIX 2 rpymmsl (80%).
Cpennue Benmmuunsl ammuntyn [IJICH, peructpupyeMbIx npHu UCCaeI0BaHUH PYK, OKa3aJIUCh
3HAYMMO HWXe Yy manueHToB 2 rpynnsl: ammiutyaa [IJICH cpeaunHoro Hepsa cripaBa/cieBa
B 1 rpymmne cocrasuna 22,8 mxB [15,4; 27,1] u 30 mxB [16,4; 38,9]; Bo BTOpOI - 7,3 MKB
[3,4; 14,6] u 10,7 mxB [3; 20,5] (p<0,001); ammmmryna I[IICH nokreBoro HepBa
crnpaBa/cineBa B 1 rpymmne cocraswia 16,8 mxB [11,6; 27,4] u 19,9 mxB [12,5; 31,2]; Bo
BTopoii - 4,7 mxB [1,3; 11,3] u 4,2 mxB [0; 12,4] (p<0,001); ammauryaa ITJICH nyueBoro
HepBa crpasa/cieBa B 1 rpymnmne cocraBmia 20,5 MxB [14,2; 29,6] u 22 mkB [15,5; 29,3], Bo
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Bropoii - 8,9 MxB [3,9; 14,2] u 9,4 mxB [5,2; 17,3] (p<0,001). B tpetu cinyuaes (n=10/30;
33%) y manuentoB 1 rpynmsl (MMH) 6but0 oTMedeHo cHmwkenue amruntya [IJICH Humxke
HOpMATUBHBIX 3HaueHuil (<15 wMkB), cpeansiss nnuTenbHOCTH 3a00JEBaHMS y JaHHOU
Kareropuu 60ibpHBIX coctaBuia 13 et [10,0; 16,0].

CpasHumenvHwlll aHAIU3 COHOZPAPUUECKUX USMEHEHUL.

VY mnanuentoB 1 rpynnet (MMH) no cpaBuenuto ¢ 2 (MXBJII) 3nauenust cpemueit
BenmuuHbl [ITIC cpearHHOTO HEpBa C OJHOW W3 CTOPOH OKA3aJIUCh 3HAYMMO HUKE MPH
UCCIIeZIOBaHUU HepBa Ha ypoBHe Hiwkued (6,6 [5,8; 8,5 u 9,3 [7,8; 11,1]; p=0,001) u
Bepxueit (6,3 [5,2; 7,4] u 8,7 [6,7; 13,2]; p<0,001) Tpereii mpeauieybs, Ha ypOBHE JIOKTEBOTO
cruba (8,1 [6,9; 10,1] u 12,2 [7,9; 16,6]; p=0,001), mmwxwueii (10,7 [8,6; 12,3] u 14,3 [11,3;
23]; p=0,003) u Bepxneit (11,1 [9,8; 12,4] u 14,7 [12,1; 20,4]; p=0,004) TpeTeii mieua u ¢
JIBYX CTOPOH B MOAMBIIIeuHONW oOmactu (cmpasa 12,0 [10,2; 15,3] u 17,1 [12,3; 26,7];
p=0,004; cnera 10,3 [9,1; 13,1] u 16,6 [11,1; 22,2]; p<0,001). C nomomipto ROC-ananu3a
yCcTaHOBJIeHbI moporoBeie BenmuuuHbl [IIIC cpenmnHHOTO HEpBa, MMEIONINE 3HAYUMOCTH B
muddepenimanpaon auarnoctuke MMH u MXB/IIT (puc. 5).

a. 0. B.
ROC Kpusbie , ROC Kpusbie . ROC Kpuesie _
| (e}
2 AUROC = 0,741 H - g Q
| YyscTBUTENBHOCTD — 74% 3 AUROC = 0,766 3
g Creunduanocrs — 73% H YyscTBHTEABLHOCTD — 71% 5 AUROC = 0,731
£ 3navenne MIIC > 8,1 mm? £ Crennduunocrs — 70% H YyscTBHTEIBHOCTH — 63%
;_ | _ ri °1 3uavenne MIC > 7,25 mm® :i Cneunduunocrs — 73%
3uauenne MIC > 9,9 mm?
0
1] o8 o8 0, 4 Lr\. oa 1 02 0. 08
1- CheundmumocTs 1- CneundimumocTs 1- CneuudusmocTs
T. II. e.
ROC Kpwssie ROC Kpuasie ROC Kpusbile
o
(o]
O

HoeTs.

AUROC =0,712
YyscTBUTENLHOCT — 71%
Cnennduunocrs — 70%
3nauenne MIC > 11,65 mm?

ae AUROC =0,707
YyBcTBHTEIBHOCTB — 71%
Cneunduunocts — 77%
3uauenne MIC > 12,55 mm?

AUROC =0,760
YyscTBuTEIBHOCTL — 71%
I Cuennduunocts — 70%
3uauenne MIC > 12,6 mm?

UymeTemTensHocTE
“yseramrensHoeTs

“ymcraurens.

B B ’
o s .
1-Crewndmsnocrs STRS— &z L
1 - CreuGIMuHOCTE

Pucynok 5 — ROC-ananmu3 3nauumoctu BenmmuuHsbl [IT1C cpenquaHOro HEpBa Ha pa3HBIX
YPOBHSX HcclienoBanus B Auddepennuanbioi auarnoctuke MMH u MXB/I.

Ipumeuanue: a - Ha yPOBHE HMXKHEW TPETU MPEAIUICYbs; O - HA YPOBHE BEpXHEW TPETH MPEAIUICYbs; B - Ha YPOBHE
JIOKTEBOTO cruba; T - HAa YpOBHE HIDKHEH TpeTH IUieda; ]I - Ha YPOBHE BepXHEH TPEeTH Iuleda; € - B IOAMBIIICYHON
ob0macTu.

VY marueHToB 2 TPYIIbl M0 CPaBHEHUIO ¢ | 3HAYEHHs CpeaHEH BEIHMYMHBI THAMETPOB
CIMHOMO3T0OBbIX HepBOoB W [II[IC CTBOJOB IUIEUYEBBIX CIUIETEHHH C OJHOHW M3 CTOPOH
okazanuchk 3HaunMo Oosbiie: II1C cpeanero crBona InCn 10,2 [8,4; 15,9] u 16,7 [11,7;
29,1] (p=0,009), IIIC mmxuero creoia 13,2 [9,9; 15,3] u 17,5 [11,7; 26,5] (p=0,004).

Takum o00pa3oMmM, B XOJI€ CpPaBHUTCIBLHOTO aHAJM3a BICPBBIC  OIPEICIICHBI
JOTIOJIHUTENIbHBIC ~ KJIMHUYECKHE W COHOTrpauueckue  MapkKEpbl,  IMO3BOJISIONIHNEC
muddepenmpoats MMH u MmXB/II1.
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3.5. Ocmpotii 0edrom XBJ[I1: zemepozennocmob KIUHUKO-HEUPOPUIUON0ZULECKOT
Kapmunbwl, ougghepenyuanvrvlit ouaznos ¢ cunopomom I'uitena-bappe.
B mamHpli sTanm uccinemoBaHus ObLI BKIIFOYEeH 31 mamueHT ¢ aumarHo3oM «oXBJIID»
(1 rpymma) u 35 - ¢ cunapomom I'uiiena-bappe (2 rpymma) (tabum. 5).
Ta6nauma 5 — Jlemorpaduyeckass XapaKTepUCTUKA MAlMEHTOB, BOLIEAIIUX B JaHHBIN
ATam UCCIIeI0BAHMUS.

XapakTepucTHKA 1 rpynna 2 rpynmna
KonunuecTBo uesoBek, N 31 35
Mysxunsbl : JKeHIUHBL, N 13:18 15: 20
Bospact B octpom niepuose, rojni; Me [LQ; UQ] 29 [23; 49] 34 [27; 48]

T'emepocennocms Hetipoguszuonocuueckou kapmunvl npu oXB/[I1.

Anamu3 pesynabtatoB DOHMI-o06cnenoBanust namuentoB | rpynmsl (N=31) B ocTpoMm
nepuoje mokasan, uyto y 14 uenoBek (45%) perucTpupoBalics T'€HEPaTU30BaHHBIN CEHCO-
MOTOPHBIN HEBPAJIbHBIA YPOBEHb MOPAXKEHUS MEPBUYHO JIEMHUEIMHUZUPYIOIIETO0 XapaKTepa,
UMEIIOCh COOTBETCTBUE Helpodusnonornaeckum kputepusm OB/IIT (puc. 6). OTn marnuenTs
obuH pacnpenenensl B noarpymnny «OBJIII-nogo6usit nedror oXBID» (moarpynmna 1A).

HccnenoBanne MOTOPHBIX BOJIOKOH CPeIMHHOI0 HEPBa crpaBa

A- . . . . . . . . . B.

MNMpasBbiit Medianus MNMpasbiii Medianus

3anscTbe-APB
5mV/D 3ms/D
TNokTesoii crn6-APB
5mV/D 3ms/D
Mneuo-APB

5mV/D 3ms/D
Touka dpba-APB
5mV/D 3ms/D

3anscTbe-APB
3mV/D 5ms/D
JNokTesoi crn6-APB
3mV/D 5ms/D
Mneuo-APB

3mV/D 5ms/D
Touka dpba-APB
3mV/D 5ms/D

Jlarentaocts IM-oT1BeTa - 8,5 mc (N<3,5) JlarentHocts AM-oT1Beta - 3,0 mc (N<3,5)

Awmmutyna iM-otBera - 2,7 MB (N>5) Awmmutyna tM-oteeta - 9,5 MB (N>5)

Hucnepcus M-oTBeTa B IPOKCUMAIIBHBIX OT/IENAX BII B Touke Dpba - 50%

CIIm Ha ypoBHe npearuieubs — 25 M/c, JIOKTEBOro cruda — CIIm Ha ypoBHe mpearuieydbst — 57 M/c, IOKTEBOro cruba —
36 m/c, mieua — 48 m/c (N>50) 66 Mm/c, maeuya — 68 m/c (N>50)

HccaenoBanue CCHCOPHBIX BOJIOKOH CPCIMHHOI'0 HEPBA CIIpaBa

Mpaebiii Medianus : : : : : : : : : Mpasbiit Medianus
3ansctbe-Dig II ’}, ----- — 3ansactbe-Dig II
50pV/D 2ms/D S n 10uV/D 3ms/D
Cpen: 20 e T SRR Bl SRR FRRREE RS SRR e Cpen: 22
[TJACH He 3apeructprupoBaH Jlarenrrocts ITJJCH - 2,13 mc (N<3,0)

Awmrmuturyza ITJICH - 22,5 mxB (N>15)
CIIc Ha ypoBHe kuctu — 65 m/c (N>50)

Pucynoxk 6 — IIpumep Heiipodusnonornyecknx u3MeHeHn y nanuentoB ¢ oXB/III B
noarpynnax 1A (A) u 1b (b).

Ipumeuanue: nM-otBeT — mucTanbHBEIH MOTOpHBIH 0oTBeT, CIIM m Cllc — CKOpPOCTH NpOBEIEHHS IO MOTOPHBIM M CEHCOPHBIM
BoJIoKHaM cooTBeTcTBeHHO; [IJICH — motennuan neiicteust ceHcopHoro HepBa, N — HOpMaTHBHOE 3HAYEHHE.
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VY ocranbhbix 17 uyenoBek (55%) B ocTpoMm mepuoje HaOII0AalICs WHOM Xapaktep
MOPAXKEHUS: perucTpupoBaiuchk bII Mo MOTOpHBIM BOJIOKHAM JJIMHHBIX HEPBOB PYK U HOT B
MeCTaX, HETUIMMMYHBIX ISl HEBPAJIbHOM KOMIIPECCUU, MPH MOJTHON HHTAKTHOCTH CEHCOPHBIX
HEPBHBIX BOJIOKOH; KapTHHA COOTBETCTBOBaja HelpodusnonornyeckuM kpurepusim OMAH
¢ BII (puc. 6). JlanHble manmeHThl ObLIH pacrpeneieHbl B moarpymmy ¢ «OMAH ¢ BII-
noao0HbIM AebroToM 0 XB/IID» (moarpynmna 1b).

CdopmupoBana 2 rpymnma cpaBHEeHUs, KOTOopyio coctaBuiu mamueHTsl ¢ CI'b: 16
yenoBek ¢ OBJII (moarpymma 2A) u 19 uwenoBek ¢ OMAH c¢ BIl (nmoarpymnma 2B).
dopMUpoOBaHUE MOATPYII CPABHEHHUS OCYIIECTBISUIOCH TAaKUM 00pa3oM, YTOOBI 3HAYHUMBIX
pasznuuMii Mo TsHKeCTH OOJIE3HM B OCTPOM MEPHOJE, MOy M BO3pacTy He oTMedanock. [Ipu
CPaBHUTEIBHOM KOJIMYECTBEHHOM aHAIM3€ IapaMETPOB HCCIECAOBAaHUS MOTOPHBIX U
CEHCOPHBIX BOJIOKOH NepuepruyecKkux HEpBOB MAIMEHTOB MOArpynmnbl 1A ¢ OOJbHBIMU
NOJATPYIIBL 2A, a TakyKe HmarueHToB noArpynmnsl 1b ¢ 6onsHbiME TIOATpynIbl 26 B ocTpoM
MEepUOJIC 3HAYMMBIX pa3Iuyuid BbIsABICHO He Obuto (P>0,05). Takum obOpa3om, B OCTpoM
nepuoe nanueHTsl ¢ 0XB/III mo cBoeit 31eKTpodhU3NOIOTHIECKON KapTHHE HE OTINYAINCH
ot tex popm CI'b, koTOpBIM OHM OBUTH MTOJJOOHBI.
1A
CYIIECTBEHHBIX U3MEHEHUI HE OTMEYEHO; HAMPOTHUB, y MAalMEHTOB noArpymnmns! 1b nokazana

HpI/I IMOBTOPHBIX HCCICAOBAHUAX B JHHAMHKC Y TMAOUCHTOB MMOATPYIIIIbI

TpaHcpopMalus KapTUHBI BO BCEX Clydasx — MepBUYHOE cooTBeTcTBUE KpuTepusim OMAH c
BII mMeHsu10Ch, pa3BUBAIUCH JOCTOBEPHBIE NIPU3HAKH T'€HEPAIN30BAHHOIO CEHCO-MOTOPHOTO
HEBPAJIBHOIO

IMOpaKCHUA ACMUCIIMHU3HUPYIOLICTO

kputepusm  XB/III

XapakTepa, COOTBETCTBYIOILIETO
(puc. 7). IlomoOHbIe
HEHPODHU3NOTOTUYECKON KapTHHBI OTMedYaauch B moarpymme 1b Ha cpoke 6one3nu ot 2 10
12 nenens (Me = 28 muetii [20; 35]).
IMepBuunbiii auarno3 - OMAH c BII

SJICKTPOAUATHOCTUUCCKUM HN3MCHCHUA

‘ B imnamuke nuario3 usmMeHen Ha o XBJIIT

HUccnenoBanue MOTOPHBIX BOJIOKOH JIOKTEBOI'O HEPBA ClipaBa

8 Hexens or Haya1a 00J1€3HH

MpaBbii Ulnaris

16 Hemenst oT HAYaAJIA 00J1€3HU

MNMpasbii Ulnaris

3anactbe-ADM
3mV/D 5ms/D

Hwuxe nokta-ADM
3mV/D 5ms/D

Bansctbe-ADM
3mV/D 5ms/D

Hwxe nokta-ADM
3mV/D 5ms/D Bbiwe noktsa-ADM

3mV/D 5ms/D

Mneyo-ADM
3mV/D 5ms/D

Touka dpba-ADM
3mV/D 5ms/D

Bbiwe nokta-ADM
3mV/D 5ms/D

Mneyo-ADM
3mV/D 5ms/D

JlarentHOoCcTh AIM-0TBeTAa - 2,61 Mc (N<3,0) | Jlarentnocts AM-oTBeTa - 3,21 mc (N<3,0)

Awmrmumutyna iM-otBera - 5,3 MB (N>6)
JmurensHocts M-oTBeTa: 6,0/7,9/8,3/8,5 Mc

BIl na mpexannedse: najgenne ammutyasl Ha 70%,
yBEIIMYeHUE JUIuTeIbHOCTH He Ooee 20%

CIIm Ha ypoBHe mpe/ruiedbs — 52 M/c, TOKTEBOTO
cruba — 63 M/c, meya — 68 m/c (N>50)

| dmutensHOoCcTh M-oTBeTa: 8,0/11,4/11,2/11,3/17,9 mc
| ducnepcusa M-oTBeTa BO BTOPOM TOYKE CTHUMYJISLUU:

Awmmuryna iM-otBera - 3,5 MmB (N>6)

MaJicHue  aMILTUTYIBI
mMTenbHocTH Ha 43%
CIIM Ha ypoBHE npearieyss — 34 M/c, JIOKTEBOTO
cruba — 33 m/c, weya — 40 m/c (N>50)

Ha  65%, yBenuueHue
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HccaenoBanne ceHCOPHBIX BOJIOKOH JIOKTEBOT0 HEPBA cCpaBa

8 Hexgens or HayaJsa 60J1e3HH 16 Hexenast oT HaAYaJIa 00J1€3HHA
Npasbiii Ulnaris : : : : : : : : : Mpasbliit Ulnaris : : : : :

3ansactbe-Dig V
20pV/D 3ms/D
Cpea: 19

3anactbe-Dig V
20pV/D 1ms/D
Cpen: 12

Jlatentnocts ITIJCH - 2,17 mc (N<3,0) Jatentnocts IIJJCH - 2,48 mc (N<3,0)

Awmrmaryna ITJICH - 21,5 mxB (N>15) Awmmuryna IIICH — 9,6 mxB (N>15)
CIlc na yposae kucte — 57 m/c (N>50) CIlc Ha yposHe kuctu — 52 m/c (N>50)

Pucynok 7 — [Ipumep Tpanchopmanmu HeHpohU3NOJIOTHISCKON KapTUHBI B TUHAMUKE
y nanuenta ¢ oXB/II noarpynmer 1b.

T'emepocennocms Kiunuko-anamumecmudeckux oanmolx npu oXB/I1.

['enmepHbIX ¥ BO3PACTHBIX pa3WYUN TP CPABHUTEIBHOM aHAIW3€ MOATPYII
nanenToB 1A u 2A, 1b u 2b BoiBiaeHO He ObLI10. TIIATENBHBIM aHAIN3 OCOOEHHOCTEH
HEBPOJIOTHYECKUX HAPYIICHUM MOKa3ajd: MOpPaKEHHUE JUIEBOIO0 HEPBAa/OB U OyJIbOapHBIN
CUHJPOM BBISIBIISUICSA MPAKTUYECKU Y MOJOBUHBI anueHToB noarpynmnsl 2A (OB/II), u numb
y kaxmaoro yerBeproro mamueHta ¢ oXBJIII (moarpymmer 1A u 1B); npoBenenue KMBJI
noTtpedoBanock 4 narmentam ¢ OB/III (25%) u 2 manmentam ¢ oXB/II (6%). Hu y ogHoro
nauuernta ¢ OMAH c BII (noarpynmna 2b) BoBieueHUs: YepeNHbIX HEPBOB M JbIXaTEIbHBIX
HapylIeHuil oTrMedeHo He Obuto. Y psna OonbHbIX moarpynn 1b u 2B nabGmiomamach
acUMMeTpHsl JBUTaTeNbHbIX HapymeHuil (41 u 42% COOTBETCTBEHHO) M COXPAaHHOCTh
CYXOXHIBHBIX pediekcoB (6 u 26% cooTBeTCTBEHHO). YUyBCTBUTENbHBIC HAPYIICHUS
PErUCTPUPOBAIINCH BO BCEX Cily4asx B moarpynnax 1A u 2A, v He BBIBISUINCH y NALUEHTOB
noarpynn 1b u 2b. Ognako npu auHamuueckoMm HaOmrogaenuu y nanuentoB ¢ OMAH c BII-
nonobupM aedrotoM oXB/II (moarpymma 1B) pa3BuBamuch CEHCOpHBIE >KajloObl, a TPH
OCMOTpPE BBISBJISUJICS  MOJMHEBPUTHYECKUM THUN YYBCTBUTEIBHBIX HAPYIICHWM, UYTO
KOPPEJIIMPOBAJIO C BBISIBISIEMbIMU MpHU NOBTOpHBIX DHMI -uccinenoBaHusix U3MEHEHUSIMU, O
KOTOPBIX OBIJIO CKa3aHO BBIIIIE.

OTnenbHOTO BHUMAHUS 3aCIy’KMBACT aHAIU3 MAaTTepHA JBUTATEIbHBIX HAPYIICHUH Yy
narueHToB ¢ oXB/III B moarpynme 1b, y kKoTOphIx MblmieuHasi cnabocTh mpeoOnanana B
MPOKCUMAJIBHBIX OTJeJaX KOHEUHOCTEH (T.€. MalMeHT MOT BCTaTh HA HOCKU W Ha MATKH, a C
KyIIeTKH ©0€3 TMOMOIIM pPYK TMOAHAThCA HE Mor). B Tpetm ciyyaeB yKa3aHHBIA THII
pacupeneneHnss Tape3a MBI oTMedancs u B rpymmne 6ompHBIx OMAH ¢ BII, wu
oTcyTcTBOBan y nmanuentoB ¢ OBJIII.

Takum o0Opazom, MokazaHa KJIMHMYECKas W Helpodusnonornyeckas reTeporeHHOCTb,
KOTOpasi SIBJISIETCS  JIOKA3aTelIbCTBOM  MOJMMOPPU3MA MEXaHHW3MOB  JIU3UMMYHHOTO
nopaxkenus mnepudepuueckux HepBoB npu oXBJIII. IloBropHoe DHMI -uccnenoBanue B
nuHamuke y naiueHToB ¢ CI'b atunuunoro tedenust nomoraet 3amno103puth 0 X BJIIL.
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3.6. CpasnumenvHulii anaiu3 K1UHUKO-RAPAKIUHUYECKUX 0aHHbIX nayuenmoe ¢ XB/[I1 u

Hac1e0cmeeHHoll Hellponamueil co CK10HHOCMbI0 K RaApaiuiam om cOae1eHu.

B nmannbni stan ucciaenoBaHus Obuio BkIroueHo 25 manuentoB ¢ HHCIIC u 25 — ¢
XBAIT (ta6n. 6). Iamuentsr ¢ HHCIIC B ne6roTe 6oe3HH OKa3alMCh 3HAYUMO MOJIOXKE
oonbHbIX ¢ Manudectarueir XB/IIT (p<0,05).

Tab6aunna 6 — KnuHUKO-31IMIEMUOIOTUYECKAsl XapaKTEPUCTUKA BKIIFOUEHHBIX B IaHHBIN
ATal UCCIEI0BaHUE NALUEHTOB.

XapaKTepucTHKa HHCIIC XBAII p
KonnyecTBo manueHTos, N 25 25

JKenmuue! : My>K4uHBI, N 13:12 13:12

Bospacr nanuenTa B ae6rote 6osne3nu, jer; Me 28,5 [20; 37,7] 41 [30; 53,7] 0,002
[LQ; UQ]

Karamues 0oie3H1 Ha MOMEHT BKJIFOUECHUS B 6,5 [4; 13,3] 31[2,7; 6,2] 0,015
uccinenosanue, jet; Me [LQ; UQ]

C momompro ROC-ananu3a yCTaHOBIIEHO - BO3pacT MallMeHTa B Je00Te 3a001eBaHUs
< 33 ger ceuaerenbctByeTr B mnoiasdy HHCIIC (AUROC=0,728; cnemuduunocts 72%,
YyBCTBHTEILHOCTH - 60%0).

CpasHumenbubili aHaau3 HeUpoPU3UOI02ULeCKUX OAHHBIX.

Bo Bcex caywasx y mamuentoB ¢ HHCIIC npu OHMI -uccnenoBanuu Obuia
BepUUIIMPOBAHA  ANEKTPODU3MOJIOTHYECKAs KApTUHA MHOXKECTBEHHBIX TYHHEIBHBIX
MoHoHe#pomnatuii. Ilpu »srom B 18 cioywasx (72%) orTMmedanach  KJIMHUKO-
Helpodu3noIornyecKas AUCCOIUAIs, KOTa CUMITOMAaTHKa He KoppenupoBasia ¢ DHMI -
n3meHeHussMu. [lpu DHMI-o6cnenoBanun mnarmmenToB ¢ XBJIII Bo Bcex ciydasx ObLIO
MOJYYCHO COOTBETCTBHE JJIEKTPOJUArHOCTHYCCKUM Kputepusm 3aboneBanus (EAN/PNS
2021), naHHbIE UCCIEA0BaHUS KOPPEIUPOBAIU C PE3YIHTATOM HEBPOJIOTHUECKOTO OCMOTPA.

B xo/1€ cpaBHUTEIBHOrO aHAIU3a BEJIMYHUH JIATEHTHOCTEW NM-OTBETOB C MBI KUCTEH
u cron ycrtaHoBiieHO: y mnanueHToB ¢ HHCIIC Benuuuubl naTeHTHOCTEW AM-OTBETOB C
m.ADM u m.AH 3naunmo Hroke, yeMm nipu XB/IIT (Tab:. 7).

Tadauna 7 — CpaBHUTENbHBIA KOJTWYECTBEHHBI aHAN3 BEJIWYMUH JIATEHTHOCTEW AM-
0TBeTOB (Mc) ¢ MbIII KucTe u cron y nanuentos ¢ HHCIIC u XB/IT (Me [LQ; UQ]).

Heps (oTBegeHNe ¢ MbIIIIbI) HHCIIC XBAII p
Hopma

Cpenunnsiii Heps (M.APB) 5,0 [4,3;6,5] 6 [4; 7,8] 0,044
N<3,5 (mc)

Jlokresoii HepB (M.ADM) 3,4[2,8; 3,7] 4,4 [3,275; 6] 0,00006
N<3,5 (mc)

I'my0Goxkuii ManoOepIioBbIi HEPB 5,0[3,9; 6,8] 5,0 [4,37; 9,4] 0,03
(m.EDB); N<4,0 (mc)

BosbiebepioBsiii HepB (M.AH); 4,0[3,4;4,3] 6,7 [3,97; 10,6] 0,000004
N<4,0 (mc)

C momomisto ROC-ananuza omnpesneneHbl MOPOTOBBIE BEJIMYMHBI JTATEHTHOCTEH M-
orBeToB ¢ M.ADM u ¢ m.AH, umeromue 3Ha4UMOCTh B U depeHInaIbHON TUarHOCTUKE
HHCITIC u XBJII (puc. 8).
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ROC Curve i ROC Curve

Sensitivity
Sensitivity

04 y : " "
1- Specificity 1- Specificity
Diagonal segments are produced by ties

Pucynok 8 — 3HaunMOCTh BeIMUMH JaTeHTHOCTelH TM-0TBeToB ¢ M.ADM (a) u ¢ m.AH
(6) B mudpdepenmmansuoit quarnoctuke HHCIIC u XB/II1.

B Xxone cpaBHUTENIBHOTO aHaIW3a BEIUYMH aMIUIUTYJ AM-OTBETOB C MBI KUCTEH U
CTOIT YCTAaHOBJICHO: aMIUIUTY A6l AM-0TBeTOB ¢ MbIIL kucter u cton npu HHCIIC 3naunmo
Boimie, yem npu XBJII1 (mampumep, ¢ m.APB - 6,7 mB [6,0; 8,2] u 3,4 MB [2,2; 5,1];
p=0,00005; ¢ m.AH - 7,4 MB [5,0; 12,0] u 1,29 MB [0,58; 3]; p=0,0000000015).

VY nmamuentoB ¢ HHCIIC Benmnunna CIIM 10 MOTOpHBIM BOJIOKHAM JIOKTEBOI'O HEPBA Ha
YpOBHE JIOKTEBOTO CyCTaBa OKa3zajach 3Ha4yMMo MeHbine, yem mpu XBJII (p<0,05). C
nomonisio ROC-ananu3a ycraHoBieHo - 3HaueHue BenuuuHbl CIIM MO0 MOTOPHBIM BOJIOKHAM
JIOKTEBOTO HEpPBa HAa YPOBHE JIOKTEBOro cyctaBa < 37,5 M/C CBUIETEIHCTBYET B MOJIb3Y
HHCIIC (AUROC=0,821; criertupuaHocTb - 73%, 9yBCTBUTEIBHOCTS - 71%).

Ananu3 nokanuzanuu U crenenu bl y manuenToB ¢ XBJIII u HHCIIC nokasan, 4Tto
BIl mo MOTOpHBIM BOJIOKHAM CPEAMHHOTO HEPBA PETUCTPUPYETCS Y MOJOBUHBI MAIIMEHTOB C
XBIIT (n=18/36; 50%; u3 Hux B 89% Ha nipearieune) U HU y ogHoro nanuenta ¢ HHCIIC
(n=0/34); BII o iokTeBOMY HEpBY Ha YPOBHE Mpearuieybs xapaktepes s XBIT (n=19/25;
76%), Ha ypoBHe JIokTeBoro cycrasa - a1 HHCIIC (n=11/15; 73%).

V¥ naunentoB ¢ HHCIIC no ceHcOpHBIM BOJIOKHAM CPEMHHOTO HEPBA HA YPOBHE KUCTHU
CIlIc okazanack 3HaUMMO MeHbIIe, yem y namueHToB ¢ XB/III - 37,8 m/c [33; 42] mpotus 55
m/c [43; 55] (p=0,000003) (puc. 9). B ocTambHbIX Cilydasx 3HAYMMBIX Pa3IMYUil BBISIBICHO
He OBLIO.

ROC Curve

Sensitivity

Pucynok 9 — 3naunmocts BenmunHbl CIIc o ceHCOpPHBIM BOJIOKHAM CPEAMHHOTO HEpPBa
Ha ypoBHE KucTu B quddepennumansuoit auarnoctuke HHCIIC u XB/III.

Takum oOpa3oM, BHEpBbIE ONpEAETCHBl  JOMOJIHHUTENbHBIE KIMHUYECKHE H
Helpogu3noaornueckue MapkeEpsl, mozposstromue auddepenuposats XBIT 1 HHCIIC no
NIPOBEACHUS MOJIEKYJIIPHO-TEHETUIECKOTO 00CIICIOBAHHSI.
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3.7. PempocnekmueHulil aHAIU3 MHO20IeMHE20 MeYeHUs XPOHUUECKUX OUUMMYHHBIX
Heuponamui.

Pempocnexmusnwiii ananuz mmozonemne20 meueHuss XpOHU4ECKOU 80CNAIUMETbHOU

oemueruHuzupyrouel noaupaouKy10Heuponamuu.

B nansbIf 3Tan ucciaenoBanus BKIOYeHO 45 manupeHToB ¢ XB/II, ¢ mMTenbsHOCTHIO
6one3nu 6oiee 5 ner: 24 sxeHuwHsbl (53%) u 21 myxuuna (47%); MeanaHa Bo3pacra Ha
MOMEHT BKJItOueHUsI B uccienoBanue - 50 [37; 58] ner, meamaHa NpoAOTKUTEILHOCTH
3aboneBanus — 10 [7; 14] ner. CpaBHUTENBHBIN aHAIN3 BBIPAKEHHOCTU HEBPOJIOITMUYECKOIO
nedunuta y nanuentoB ¢ XBJ/III B nebroTe 3aboneBaHus (PeTPOCIEKTUBHBIN aHAIU3) U B
OTJAJICHHOM KaTaMmHe3e (OIleHKa MpU BKJIFOYCHHWH B MCCIEIAOBaHWE) IMOKa3ad, uTo Ha (hoHE
NaTOreHETUYECKOM Tepariy OTMEYACTCs 3HAYMMBIH perpecc HapyiieHui (Tadu. 8).

Tadauna 8 — Bbipa)keHHOCTh HEBPOJIOTUUECKUX HapylleHui y namueHToB ¢ XB/III B
neOroTe U B OT/IAJICHHOM KaTaMHe3e 3a0osieBanus (cymmapusiid 6amt, Me [LQ; UQ]).

HIxana Onenka OneHka B 0TAAJI€HHOM p

B Je010Te 00J1e3HN KaTaMHe3e 00JIe3HH
NIS 56 [35; 94] 21 [13; 46] 0,001
MRC 54 [46; 58] 60 [54; 60] 0,008
INCAT 3[2; 5] 110; 3] 0,006

Orenka cratyca aktuBHOCTH Oosie3nu (CDAS) y nmamuenTo ¢ XB/III B otnanerrOM
KaTaMHe3€ IoKa3ajia, YTO OKOJIO MOJOBUHBEI O0NbHBIX (N=21; 47%) HaXoasATCAd B PEMHCCUU
(CDAS 1 u 2), Tpets (n=16; 35%) umeer ynyumienue u cradmibHoe Tedenne (CDAS 3 u 4) n
JMIIb KaXAbld 4veTBepThid manueHt (N=8; 18%) — HecraOWIBHOE AKTUBHOE TEYCHUC
3aponeBanust (CDAS 5). Ilpu BrimroueHuun B uccienobanue y 33% manuentoB ¢ XB/IIT B
OTJAJICHHOM KaTaMHE3€ OYaroBas HEBPOJIOTWYECKash CUMIITOMAaTHKa HE BBIABISIACH. JIWIIb
8% (n=4) OGonpHBIX MPH XOABOE HYKIAINCh B MOJICPKKE WK omope. IlalieHToB He
CHOCOOHBIX XOAUTH M UCIIOJIB3YIOUINX MHBAJINIHOE KPECIO He ObLIO.

VY nonasnstomero 6osnpmrHcTBa marueHToB ¢ XB/IIT (82%) B oTnaneHHOM KaTaMHe3e
OoonesHu (> 5 gner) moclie TMPOBEACHHOW MMATOrCHETUYECKOM Tepamuu COXPaHsSITCA
HEHPOPHU3NOIOrHUYecKre MPU3HAKA TEeHEPAJIN30BAHHOTO HEBPAJIBHOTO YPOBHS MOPAXKECHHUS,
COOTBETCTBYIOIINE MeKTpoauaraoctudeckuM kputepusim EAN/PNS (2021). Hopmanu3arwst
napaMeTpoB UCCIEAOBAHUS NEpUPEPUYECKUX HEPBOB OTMEUYEHA JIMIIb B YETBEPTH CIy4yacB
(18%), uro xoppenupoBaio co crarycom Oosie3au mo CDAS 1A.

Pempocnexmusnuiii ananuz mHoconemue2o meyeHus Myabmu@poKaibHOU MOMOPHOLL
Heuponamuu.

28 manreHToB ¢ MMH ¢ nurTenpHOCTRIO 3a00eBaHus 0oJiee S JieT ObUIH BKIIIOUEHBI B
Hacrosilee uccieaoBanue: 9 xxenmuH (32%) u 19 myxunn (68%); Meauana Bo3pacTta Ha
MOMEHT BKJIOYEHHUS B HccienoBaHue coctaBuna S50 [44; 56] ner; wmeauaHa
MIPOJIOJKUTENIbHOCTH 3a0oeBanus — 10 [8; 13] mer.

25



Menunana mnepuona OT MOMeHTa JAeOroTa 3abojeBaHUS 10 MMOCTAHOBKU JHMarHo3a
coctaBuia 5,5 [2; 10] ner, 3agepxka B uHULMAMU JieueHus - 6 [4; 10] ner. Ha MmoMeHT
BKJIIOYeHUs1 B uccienopanue 20 marueHtoB (71%) nmonywanu BBUT, y kaxmoro BTOporo
naiueHTa OTMeYalloch HapylieHue pexkuma BBenenus BBUIT unum  HecoOmropenue
a/IeKBaTHOM JTO3UPOBKHU.

CpaBHUTENBHBIN aHATN3 BBIPAKEHHOCTH HEBPOJIOTHYECKOTO Je(PHINTA Y TAIUEHTOB C
MMH B nebrote 3abosneBaHusi (PETPOCHEKTHBHAS OICHKA) MU B OTIJAJICHHOM KaTamHe3e
(oleHKa MpU BKJIFOYCHUH B WICCIICOBAHKE) OTYCTIMBON JMHAMHUKN HE MPOJEMOHCTPHUPOBAI
(p>0,05) (rabm. 9). Ha mno3gHMx cpokax OOJE3HH Yy MOJMABJISIONICTO OOJBIIMHCTBA
COXpaHsIach CTOMKasE MHBAIUAU3AIMS.

Tabéauua 9 — BeipaxeHHOCTh HEBPOJIOTHUECKUX HapymieHuil y manuentoB ¢ MMH B
neOr0Te U B OTIAJICHHOM KaTaMHe3e 3aboseBanus (cymmaphsiii 6ami, Me [LQ; UQ]).

HIkana Ouenka B 1e010Te | OueHka B 0TIaJ€HHOM p
0oJ1e3HU KaTaMHe3e 00J1e3HHI

MRC 50 [46; 53] 53 [49; 56] 0,08

INCAT (ouenka pyHKIIUH PYK) 3,3[3; 4] 3[2; 3] 0,1

OObeKkTUBHAs OLEHKA YYyBCTBUTEIbHBIX HApyIIEHUWH HE BBIABWIA H3MEHEHUH MpHU
TECTUPOBAHUU TAKTWJIBHOW, OOJIEBOM M TeMIepaTypHON 4YyBCTBUTEIBHOCTH. [Ipu 3TOM
HapyluleHrue BHOPAIMOHHONW YyBCTBUTEIBHOCTH B HUKHUX KOHEYHOCTAX OBLIO OTMEUYEHO B
nonioBuHe ciydaeB (14/28; 50%).

Hu y omgnoro manmenta ¢ MMH, He cMOTpss Ha NpPOBOJUMYIO NAaTOT€HETHUYECKYIO
Tepanuio B OTAAJIEHHOM KaTaMHe3€e 3a00JIeBaHus, HOpMaJu3aluy apaMeTpoB UCCIIEA0BAHUS
MOTOPHBIX BOJIOKOH HEPBOB PYK OTMEUEHO He Obu1o. Y 29% BKIIIOUYEHHBIX B HCCIIEIOBAHHE
MAMEHTOB HE YJAJOCh 3aperHCTPUpPOBAaTh M-OTBET C KOPOTKOW MBIIIIBI-OTBOASIICH
OombII0M manel (MHHEPBAIKs CPEIUHHBIM HEPBOM), Y 18% - C MBIIIIIBI-OTBOASIIECH MUZHHEI]
(MHHEpBalUs JIOKTEBBIM HEPBOM). [laHHBIE ITU(PPHI KOCBEHHO OTPaXKAIOT MPOICHT OOIBHBIX C
BBIPAKEHHBIM MOPAKEHUEM AaKCOHOB MOTOPHBIX BOJIOKOH HCCIEIyeMbIX HEpPBOB M HX
HEBO30YyIUMOCTb.

B orpmanenHoM karamuese y nanueHtoB ¢ MMH, y koropeix peructpupoBancs aM-
oTBeT, coxpaHsiauck BII, KoTOphle yamie Bcero perucTpupoBaIUCh Ha Mpeamieybe (A
MOTOPHBIX BOJIOKOH CPEIMHHOTO HepBa cripaBa B 39% ciyuaes, cieBa — 35%, 11 JIOKTEBOTO
HepBa cmpaBa — 46%, cneBa — 39%), pexe (1o 20%) B MPOKCHMANIBHBIX OTHENax (Touka
Opb6a). Hecmotpst Ha TO, uTo cpemnue OHMI-mapameTpsl HCClieIOBaHUS CEHCOPHBIX
BOJIOKOH HEpBOB pyK y mnauueHtoB ¢ MMH Ha mo3gHux cpokax Oo0Jie3HH OKa3aluch B
npenesaax HOpMalbHBIX 3HaueHui, cHwkenue ammutyn [IJICH cpenuHHBIX HEpBOB MeHee
15 MkB 65110 0T™MeueHo B 36% ciydaeB (10/28), TOKTEBbIX HEPBOB - y MMOJOBUHBI NAI[UEHTOB
(14/28; 50%).

Takum oOpa3om, oXapaKTepU30BaHbl KIMHUKO-HEHPODU3NOIOrHYecCKre OCOOCHHOCTH
ornasienHoro karamuHe3a XBJII u MMH, xkoTopble HIEeMOHCTPHUPYIOT CHEIH(PHUKY
MHoOroJjieTHero teueHust XJ1H B poccuiickon NOMyJIALyH.
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3.8. Ilpocnocmuueckue ghakmopvt meueHuss XpOHUUECKOU 60CRATUMETbHOU
oeMueuHuIUPyouiell NOauUPaouKy10Heuponamuu.

[lepBbIM 3TarmoM B rpymIe MAIMEHTOB ¢ KaTaMHE30M Ooyie3Hu Oosiee 5 et (N=45),
PETPOCTIEKTUBHO MPOAHATU3UPOBAHO BIMSHUE BapruaHTa (TUIMUYHBIN U MyTbTH(OKAIBHBIN) 1
TUIA Je0r0Ta 00s1e3HN (OCTPHIN WM XPOHUYECKHI ) Ha TEUCHHE 3a00JICBaHUS.

[Tokazano, uro marueHTsl ¢ MXB/III B oTiinune ot TXB/II1 nmeroT 6onee MeieHHYO
CKOpPOCTh TPOTPECCUPOBAHUS, 3HAYMMO OOJIbIliee BpeMs OT Je0rTa HEBPOJOTHUECKUX
HapyIIeHUH 10 yCTaHOBJEHHUS JAHAarHo3a U COOTBETCTBEHHO Hadalla MaTOT€HETHYeCKOM
tepanuu (p<0,05) (tadu. 10).

Taoauna 10 — DnuaeMuoIoOTHYeCKrue U aHaMHECTHYECKHUE JaHHbIC arueHToB ¢ XB/II1
¢ KaTaMHe30M 3a00JeBaHus Oojee S JIeT ¢ y4eToM BapuaHTa O00JIe3HHU.

XapaKTepucTHKa TXB/II MXBIII p
Uucio y9acTHHKOB; N 33 12

M:X,n 14:19 7:5 0,501
Bospacr B ne6rore 3a6oaesanus (yiet); Me [LQ; UQ] 30[18;50] | 43[40;49] | 0,083
JIMUTEeNbHOCTh HapacTaHUsl CUMIITOMOB (M€cC); ) i

Me [LQ: UQ] 31[1; 6] 66 [7; 132] 0,003
Bpewmst ot gebroTta 10 MOCTaHOBKM JUarHosa (Mec); . .

Me [LQ: UQ] 31[2; 9] 66 [8; 108] 0,011
Bpewms ot nebrota 10 Hayana MaTroreHeTHYECKOM Teparuu . .

(vec): Me [LQ: UQ] 31[1; 6] 70 [12; 132] | 0,011

CpaBHHUTENBbHBIM aHAIN3 BBIPAKEHHOCTH HEBPOJIOTHYECKOTO NePHUIIMTA Yy TAIIUEHTOB C
TXBJAIl m mXB/JII B oTmaseHHOM KaTamHe3€ NoOKaszajd, 4To y mnauueHtoB ¢ MXB/II
HapyIIeHUs 3HaUUMO Ooutee Boipaxensl (P<0,05) (tad:. 11).

Tadauuma 11 — CpaBHUTENbHBIM aHAIU3 CTEINEHW HEBPOJIOTMYECKUX HAPYLICHHH Yy
narrienToB ¢ TXB/IIT u MXB/II1 B otnanenHom katamuese (Me [LQ; UQ]).

Hlkana TXBIII mXBJIIT p

NIS 20 [10; 28] 63 [20; 81] 0,008
MRC 60 [58; 60] 52 [47; 60] 0,004
INCAT 0[0; 2] 412; 5] 0,001

CpaBHuTeNbHAST OIIEHKA BBIPAXKEHHOCTH HEBPOJIOTMUYECKOrO JePUIMTA y MAIlMEHTOB C
oXBJIIT (n=17; 9 myxu4uH U 8§ >KCHIIMH; MeIMaHa Bo3pacTa B JeOr0Te 3a00neBanus - 26 [18;
43] ner; menuana aurenbHocTH 3aboneBanus - 10 [8; 13] ner) u xXB/II (n=28; 12 myxuuH
u 16 >XeHIIMH;, MeAuaHa Bo3pacTta B jaebOroTe 3aboneBanust - 42 [29; 50] ner; meamana
JUTUTEeNbHOCTH 3a0omeBanus - 10 [7; 15] net) mokaszana, 4To HEBPOJIOTUYECKUE HAPYIICHUS Y
narueHToB ¢ OXBJIII Ha mo3mHux cpokax OOJe3HW 3HAYMMO MEHEE BBIPAKEHBI IO
cpaBHeHuo ¢ 6ombHbIME ¢ X XB/IIT (Tabun. 12).

Tadauua 12 — CpaBHUTENbHBIA aHANM3 CTEMEHW HEBPOJOTHYECKUX HAPYUICHUN Y
narrienToB ¢ 0XB/IIT u xXB/II1 B ornanennom karamuese (Me [LQ; UQ]).

lkana oXB/III xXBJIII D

NIS 14 [6; 20] 30,5 [20; 66] <0,001
MRC 60 [60; 60] 58 [49; 60] 0,012
INCAT 01[0; 1] 2 [0; 4] 0,003
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Takum o00pa3om, TOKa3aHO, YTO OCTPHIA NEOIOT W TUIUYHBIA BapwaHT OOJIe3HU
SIBIISTIOTCS OJIarOTMPUSATHBIMU KJIMHHYSCKUMH (PaKTOpaMH MPOTHO3a TEUCHUS 3a00ICBaHMUS.

BropeiM sTamom, corimacHo craTycy aktuBHOCTH 3a0oneBanus CDAS, oOmias BeiOopka
narenToB ¢ XB/IIT (n=85) Owwia pa3geneHa Ha 2 rpynmbl: OCHOBHYIO TPYIITY COCTaBUJIH
nanueHTsl co crarycoM > 3 mo CDAS (umeromye HeOMaronpusTHBIA ClieHapui pa3BHTHS
Oonezan) (N=61; 72%); rpynmy cpaBHEHHS — manueHTHl co crtarycoM < 3 mo CDAS
(uMerore OaronpusTHOE TeueHue 3aboseanus) (N=24; 28%). Bolin nmpoaHaIM3UPOBAHBI
AHAMHECTUYECKHE JIaHHbBIE MMAI[ICHTOB OCHOBHOM TPYIIITBI U TPYIIIBI cCpaBHEHHUS (Tabi. 13).

Ta6iuma 13 — CpaBHUTENBHBIN aHAW3 aHAMHECTUYECKUX JIAHHBIX IMallMEHTOB
OCHOBHOM TpyTMIBI U TPYIIBI CPABHCHHS HA MOMEHT BKJIFOUCHUS B HCCIICIOBAHUE.
XapakTepucTHKA OcHoBHast I'pynma p
rpynmna cpaBHeHHUSs
Bospacr nanuenra B 1e6rote 60JI€3HH, JIET; _ _
Me [LQ; UQ] 43 [38; 48] 32 [23; 35] 0,002
Ocrpelii Xxapakrep ae0rTa 3a001eBaHus, 17 (28) 15 (63) 0,006
gen. (N, %)
Iepuon ot nebroTa 3a001€BaHUs 10 HaYala 5 [2: 12] 2[1: 3] 0,008

tepanuu, Mec.; Me [LQ; UQ]

OtmeueHo, YTO TMalueHThl ocHOBHOW Tpymmbl (> 3 CDAS) B neOrore 3aboneBaHus
OKa3aJIUCh CTATUCTUYCCKU 3HAYMMO CTapIIIe 10 CPABHCHHIO ¢ OOJBHBIMU TPYIITBI CPAaBHEHUS
(< 3 CDAS) (p<0,05); xpome TOro y MalHMEHTOB OCHOBHOWM TPYIIIBI MEPHOJ OT JaeOroTa
3a00JieBaHMs [0 Hayajga MaTOTeHETHYECKOW Tepamuu OKa3aloch BABOE OoJibllle, 4YeM B
rpymre cpaBaenus (P<0,05).

C momompro ROC-anmanusa ompeneneH MOPOTOBBIM BO3pacT MalMeHTa B JIeOrOTE
00JIe3HN, HMMEIOIIMIA TMPOTHOCTUYECKYIO 3HAYUMOCTh B OINPEICICHHH OJIArONPUSTHOTO
teuenus XBJIIl: momensto ¢ AUROC > 0,7 okazamoch 3HaueHue Bo3pacta < 32 et
(AUROC = 0,713, 95% M 0,624-0,807; uyBcTBUTeNbHOCTH 80%, cnerududHocts 67%).
Taxxe ¢ momornisio ROC-ananu3a onpeneneHa noporoas JJIUTEIFHOCTh EPHO/Ia OT Ae0r0Ta
3a00JieBaHMsI 10 TIOCTAHOBKHM JIMArHO3a, HMEIOIas MPOTHOCTHYECKYI0 3HAYMMOCTh B
onpenenenun OnaronpusaTHoro TteueHus XBJII: momensto ¢ AUROC >0,7 oka3zanoch
3HaueHue aaHHoro mepuoma < 3,5 mecsaues_(AUROC = 0,710, 95% U1 0,592-0,837;
qyBCTBUTEILHOCTE 70%, cierudpuaaocts 71%).

Takum 06pa3zoM, MOKa3aHO BBICOKASI BEPOSTHOCTD OnaronpusatHoro teuenus XB/III npu
neOroTe 00JIe3HU B BO3pacTe ManueHTa < 32 JieT, IpyU OCTPOM Pa3BUTUU HAPYIICHHHA B HaYaje
3aboneBanus (< 8 HEAENb) M TUIIMYHOM BapHaHTe OOJE3HH, a TAaKKe B CIydae MOCTAHOBKH
JTMarHO3a U HavaJle MaTOTCHETUYCCKOW TEPaIiy B IIEPUOJT HE TIPEBBIMIAIONIEM 3,5 MecsIia.
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BBIBO/IbI
Ha ocHoBanum paHHbIX Perucrpa nmanyeHTOB € XPOHUYECKHMMH JTU3UMMYHHBIMU
HelponatusMu ¢ oxBaTtoMm 50 permonos Poccuiickon ®denepanuu yCTaHOBIEHO, YTO B
CTpaHe caMOW YacTOM XPOHUYECKOM JTU3UMMYHHOM HEHUPOINATUEW  ABJISAECTCA
XpOHUYECKAasi BOCHAJIUTENbHAS JEMUEIMHU3UPYIONIAs MOJHPAIUKYJIOHEHPOIaTHs
(56%), TUIMYHBIN BapUaHT KOTOPOH AUATHOCTUPYETCS B OoJiee YeEM IOJIOBUHE CIIy4aeB,
MyIbTU(OKATBHBIN — y TPeTH MAIMEHTOB, APYrHe — y €AMHUYHBIX OONbHBIX. [lons
MAlMEHTOB C MAPANPOTEUHEMHUYECKUMU IEMUEITUHUZUPYIOMMMHU TOJIUHENPONIATUSIMU U
MyJIbTU(OKAIBHOW MOTOpHOM Heipomatueit B Peructpe cocraBmia 25 u 19%
COOTBETCTBEHHO.
YcraHoBiieHa TUNIEPAUArHOCTUKA XPOHUYECKOMN BOCHAJIUTEILHOU
JTeMUCTMHU3UpYoIIer nomupanukyiaoneipomarun (XB/IIT), wacToTta BcTpedyaeMoCTH
KOTOpOii B cTpane nocturaer 67%. B Gonee uem nonosune ciayyaeB XB/III ommbouno
CTaBUTCA MAlMEHTaM C MOJIMHEUPONIATHEN NHOTO T€HE3a, B TPETH CIy4aeB — NallUEHTaM
C JIpyTUM HEpPBHO-MBIIIEYHBIM  3a00JieBaHUEeM. MEXKIyHAPOJHbIE  KPUTEPUU
JMUArHOCTUKUA 3a00JIeBaHMUSl HE BBIMOJHSIOTCA Ha JTalax IOCTAaHOBKH JIMAarHO3a,
HauboJee YacTo — MpU MPOBEICHUHU AIEKTPOHEHpOMUOTpaduu.
Knunnyeckux, HeMpopU3MOIOrHIECKIX U COHOTpahUUECKUX MapKEPOB, MO3BOJISIOIMINX
mudpdepenupoBats XB/III u He-lgM-napanporenHeMudeckue IeMUETMHU3NPYIOIINE
MOJIMHEHpOIaTuu, HeT. JJeKTpodope3 OETKOB CHIBOPOTKH € HUMMYyHO(DHUKcCAIMeld —
€IMHCTBEHHBI METOJ, TO3BOJIAIOMMKA TudPepeHInpoBaTh yKa3aHHbIE XPOHUYECKUE
JTU3UMMYHHBIE HEHPOMATHH, a OHKOTeMaTOJIOTHUYeCKOoe OOCIeOBAHUE — HCKIIOUYUTH
mumbonponudepatuBHoe 3abojeBaHue (IIPU  STOM YPOBEHb U THUII CEKPEIUU
napanpoTerHa HE SIBJSIOTCS ONMPESSIOMIUMHU).
[IpemyioxkeHbl HOBBIE KIMHUYECKHE M COHOrpauyecKkre MapKEphl, YIydIIaroIiue
muddepeHIMaNbHBIA  TUarHo3 MeXIy MylnbTudokansHbiM BapuantoM XBJIIT u
MyJIbTU(OKATEHON MOTOPHOI HelponaTHei.
Yacrota octporo nebrora XBJII B crpane cocrasnser 12%. Ilpu octpom Hauane
3a00JIeBaHMsl JIOKA3aHA KIMHUYECKas U HEHpOo(U3MOIOTHYECKas ero TeTepOTreHHOCTh:
OTMEYECHO pa3BUTHUE AHAJIOTUYHO JIEMHEIMHU3UPYIOUIEH WM HOAAIbHOU ¢dopmam
cunapoma ['mitena-bappe. IlpoBenenue snekTpoHeiipomuorpaduu B AWHAMHUKE TMPU
nono3pennn Ha XBJII ¢ octpbiM ae00TOM, TO3BOJIIET MEPECMOTPETh JUArHO3 Ha
CpOKE 110 8 HEeJEb.
PazpaboTanbl HOBbIe AuddepeHanbHo-quarnocTuyeckue kpurepun mexay XB/IIT u
HACJIEJCTBEHHOM HEUPOINATHEW CO CKIOHHOCTBIO K IapaJiiyaM OT CHABJICHUS,
MO3BOJISIIOIIME TOBBICUTh TOYHOCTh JUArHOCTUKU JO MOJIEKYJISPHO-TEHETUYECKOTO
o0cnenoBaHus.
Ha mo3nuux cpokax XB/IIT oko10 1mMo10BHUHBI OOMBHBIX HAXOASTCS B PEMUCCUU, TPETh
UMEET YJIyUIlleHHEe W CTaOWIM3AIUI0 COCTOSHUS, W JIMIIb KKl MATHIA MAIMCHT —
HeCTaOMIIbHOE aKTHBHOE TeueHue 3a0oieBaHus. [loJOBHHA MAIMEHTOB HYXKIAETCS B
MPOBEACHUN  MOAACPKUBAIOIIEH PEMUCCUIO  MATONEHETUYECKOW  Tepanuu. B
OTHAJICHHOM mepuoje OO0JIe3HU, BHE 3aBUCUMOCTH OT KIMHHMYECKOTO CTaryca, y
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OOJBIIMHCTBA  MAlMEHTOB  COXPAHSIOTCA  HEHPOPU3MOIIOTMYECKHE  MPU3HAKU
reHepaIN30BaHHOTO HEBPAJIBLHOTO YPOBHS MOPAXKEHHS IEMUETUHU3UPYIOIIETO THUIIA.
YpoBeHb JMArHOCTUKHM M KadecTBa OKa3blBa€MOW TIOMOIIM TAalMeHTaM C
MyJbTU(OKATEHON MOTOPHOHN HeiponaTHeil B cTpaHe TPeOyIOT YIydlIeHUs: 3a/lepiKKa
B YCTaHOBJICHUHU JIMAarHo3a COCTaBisgeT Oosiee 5 JIeT, B MHUIMAIIMKM TaTOreHEeTHYeCKOU
UMMYHOTEpAy — CBBIIC 6 JIeT. DTO SBIAETCS NMPUYMHONW CTOWKOW WHBAIWIU3AIAN
MAIMEHTOB Ha MO3THUX CPOKaX OOJIE3HH.

[IporHocTuueckumu  (akTopamMu  OJIATONPUSATHOTO  TEUEHUS  XPOHUYECKOMH
BOCIIAJIUTEIBHON TeMHUEIMHUZUPYIOMIEH TOJIUPATUKYITIOHEHPOIIATHH SIBISIOTCSI BO3PACT
nanueHTa B nebiore 60je3Hn MeHee 32 JIeT, OCTpOe Pa3BUTHE M TUIIMYHBIM BapuaHT
0one3Hu, BepuduKalus Juardosa B nepuoa MmeHee 14 neaens.

NPAKTUYECKHUE PEKOMEHJALIUU
IIpu momo3pennn Ha XBJIII pexomenmyercss mnpoBeneHue auddepeHInanb»HOTO
JIMarHo3a, MpPekJIe BCETO0 C MNapanpOTEHMHEMUYECKUMH JEMHEINHU3UPYIOIUMU
MOJTMHEUPOIIATUSIMUA, HACJICACTBEHHOM MOTOPHO-CEHCOpPHOM Heiponatueir 1 Tuna,
HACJEACTBEHHOM HeWponaTueld cO CKJIOHHOCTBIO K MapajiyaM OT CHABJICHHUS, C
00JI€3HBIO JBUTATENILHOTO HEPOHA U BEPTEOPOreHHOW MaTOJIOTUEN.
[Tpu muddepeHnmanbHON THArHOCTUKE MEXIY MYyJIbTH(OKaIbHBIM BapuantoM XBJIIT
U MyJabTU(OKaIbHOM MOTOpHOM Helpomarued, a Takke Mexay XBIAIl wu
HACJEACTBEHHOM HEMPONATHEN C€O CKJIOHHOCTBIO K IapajguyaM OT CHaBJICHUS
HEO0OXOJIMMO YUUTHIBATh MOJYYSHHBIE B HACTOsIIIEH paboTe HOBbIE nuddepeHITnanbHO-
JUAarHOCTUYECKUE MAPKEPBL.
[Ipu OHMI -uccnenoBaHuM MAalMEHTOB C  MOJO3PEHMEM HA  XPOHHUYECKYIO
JTU3UMMYHHYIO HEWPOIIaTUIO C IIENBI0 BBISBICHUS HEHPOPU3NOIOTHUECKUX MPU3HAKOB
JNEMUEIMHU3UPYIOLIETrO TUIIA MOPAKEHUs 00513aTeIbHO UCCIIEOBAaHUE JJTMHHBIX HEPBOB
PYK Ha BCeM MPOTSHKEHHUH (710 TOUKH DpOa BKIIFOUUTEIHHO).
[TameHTamM ¢ aTUOMYHBIM ~ Te4YeHUWEeM  cuHapoMa  l'miteHa-bappe  mpu
muddepeHmanbHOM Auarno3e ¢ octpbiM aedotoM XB/III pekomeHtyeTcst mpoBOIUTh
OHMTI -uccnenoBanue B IMHAMHUKE C 4acTOTOM 1 pa3 B HeeO.
[Tpu nporuozupoBanuu teuenuss XB/II1 HeoOXonuMo yduThIBaTh BO3pACT MallMEHTa B
nebroTe OONE3HU, CKOPOCTh TMPOTPECCHUPOBAHMS TOJWHEBPUTHYECKUX HAPYIICHUIA,
BapUaHT 3a00JI€BaHUS U BPEMsI YCTAHOBJICHUS TMATHO3A.
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CIIMCOK COKPAIIIEHUI

bII OJIOK IIPOBEICHUS

BBUI' BHYTPHUBEHHBIH HMMYHOTJI00YIHH

JIII3 muMponponudepaTuBHbIe 3a00I€BaHNS

M-oTBeT MOTOPHBII OTBET

MI'H3 MOHOKJIOHAJIbHAs FaMMaIiaThsi HesICHOTO 3HAYEeHUS

MMH MyJIbTH(OKAIbHAS MOTOPHAsI HEHpOTaThs

MXBJIIT MYJIbTU(OKAIBHBIA BaAPHAHT XPOHUYECKOH BOCHAIMTENHHOW JIEMHUEIMHU3NPYOLIEH
HOJIMPAJUKyHERPOIaTHH

HHCIIC HacJIeCTBeHHAsI HEHPOMAaTHs CO CKJIOHHOCTBIO K TApaJIM4YaM OT C/IABJICHHS

OBJII OCTpasi BOCHAJIMTENIbHAS IEMUCSITMHAZUPYIOMIAs TIOJTMHEHpOaThs

OMAH c BII OCTpasi MOTOpHasI aKCOHAJIbHAS HEHPONaTHsi ¢ OJIOKaMH POBEACHHS

oXBJIII XPOHHYECKAs] BOCTIAIMTENbHAS JEMUCITHHU3UPYIOIIAs MOIUPaJUKyJIOHEHpOnaTus ¢
OCTPBIM JIE0I0TOM

ITAI1 napanpoTenHEMHUIECKas IEMHETMHU3UPYIOIIAs TIOJTMHEHPOIATHS

I[NACH MIOTEHITHAT JICHCTBHUS CEHCOPHOTO HEPBA

II1C IJI01Iab OTIEPEYHOTO CEUECHUS

CI'b cunapoM I'nitena-bappe

CIIm CKOPOCTb ITPOBEACHHUS 10 MOTOPHBIM BOJIOKHAM

Cllc CKOPOCTH MPOBEICHUS 110 CEHCOPHBIM BOJIOKHAM

TXB/II TUIIMYHBIM  BApUAaHT XPOHMYECKOW  BOCHAIMTEIBHOM  JIE€MUEIMHU3HUPYIOLIECH
MOJIMHEWPOTIaTHN

XJH XPOHUYECKUE AU3UMMYHHBIC HEUPOIATHH

XBAII XPOHHYECKAs! BOCTIAIUTENbHAS JIEMUEITMHI3HPYIOIIAst OJMPAAUKYIOHSHPOTIaTHS

xXB/II XPOHHYECKAs] BOCIAIUTEIbHAS JEMUCIHHU3UPYIOIAs MOIUPAIUKYIOHSHpONaTus ¢
TUIHAYHBIM Pa3BUTHEM HApPYIICHUI B TeUeHHE > 8 HEeb

OHMI' CTUMYJISILIHOHHAS 3JIEKTPOHEeHpoMuorpadus
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