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1. OBIIASA XAPAKTEPUCTUKA PABOTbI

AKTyaJILHOCTB TEMbI UCCJICI0BAHUA

CucTteMHBI aMUIION103 0O0BETUHSIET IPYITY 3a00JIeBaHUH, XapaKTEPU3YIOIIYIOCS BHEKJICTOUYHBIM
maddy3HeM oTIIOKEeHHEM (PUOpMILIIpHOTO OenKa (aMIIIOHIa), YTO BEACT K MOPAKEHUIO PA3ITHUHBIX
OpraHoB M cucTteM. B HacTosiee Bpemst uzBectHo Oosiee 30 OeIKOB-IIPENIIECTBEHHUKOB aMHIION/A,
KOTOpBIE OOYCIaBIMBAIOT THUI aMWJIOWI03a W €ro KIMHUYecKue ocobOeHHoctu. Hambosee wacto B
IIpaKTHUKE Bpada-HEBpOJIOra BCTpeuaeTcsl NepBUYHBIM AL-amumionno3, a cpeam HaciaeACTBEHHBIX
TUIOB — TpaHCTUPeTHHOBBIN ammiona03 (TTR-amunon103), mpu KOTOPHIX KIMHUYECKUE TPOSBICHUS
nopaxeHus: nepugepuueckoit HepBHOU cucteMbl (IIHC) Moryr pa3Buthbcst B 1e010Te, Ha paHHUX U
no3nHux craausx 3aboneBanust (JI.B. Jleicenko u ap., 2020; B.B. Pamee u np., 2012; A.A.
CrpenbHEKOB U 1p., 2008).

ONUAEeMHUOJIOTUS CUCTEMHOTO aMHJIONI03a OCTaeTcsl /10 KOHIIA HEU3yuyeHHOW, B TOM YHCIE B
Poccuiickoit @enepanun. OgHako, B MOCJIEAHUE TOAbI B CBSI3U C PACTYIIEH OCBEIOMIIEHHOCTHIO
Bpadell U JOCTYIMHOCTHIO METOI0B JUArHOCTUKH, CIydau 3a00JIeBaHUs CTAJIM BBISBISATHCS Yallle, B TOM
Yyclie Ha pPaHHUX CTaJUAX, YTO OCOOEHHO aKTyaJbHO JUIsl Ha3HAUEHUS MaTOT€HETUYECKOW Teparuu
(B.B. Pamecs, 2021; A.A. CtpenpaukoB u ap. 2008).

Y OoJIBIIMHCTBA MAIMEHTOB C CHUCTEMHBIM aMHJIOMI030M HEBpOJIOTHYECKas: CHMIITOMAaTHKa
MpEACTaBICHa Pa3HOOOPA3HBIMU TPOSBICHUSIMH TEpUGEPUIECKON COMATHYECKONM W aBTOHOMHOM
HEBPOMATHH, 00YCIOBICHHBIMU JAUGY3HBIM OTIOKESHUEM aMuiona (B 3MHU-, EpU-, SHIOHEBPUH, B
CTEHKaX COCYIOB, BEr€TaTUBHBIX T'AHIIIUAX, MPUBOAS K HIIEMHU3AHMA U KOMIIPECCHUHM OKPY)KAIOIIHX
TKaHeW), a TaKKe HEMOCPEICTBEHHBIM TOKCHYECKAM BO3IeHCTBHEM aMuionaHbiXx ¢ubpwnt (O.B.
Bunorpamgosa, 1980; H. Fisher et al., 1951; G.G. Glenner et al., 1989; J. Hafner et al., 2015; S. Ikeda et
al., 1987).

[Tomumopdu3M KIMHUYECKUX TMPOSBICHUM MPUBOIUT K 3aTPyJHEHHUSIM B OINpeAcieHUU
sTHOJOTHYecKoro ¢akrtopa HeBpomatud. Hepemko, B ciydasx MpOTPeCcCUpPYIOIIEH AUCTATbHOU
MOJIMHEBPONATUU B paMKax CHUCTEMHOTO aMHJIOM03a, OLIMOOYHO AWArHOCTUPYIOT XPOHHUYECKYIO
BOCHAJIMTEIbHYIO JEMHUENUHU3UpYIomylo HeBponatuio (XBJ/III), uamonmaTHuecKyr0 aKCOHAJIBHYIO
MOJIMHEBPOTIAaTHIO, 00JIe3Hb aBHurarenbHoro Heipona (BJIH) (JI.B. JIsicenko u ap., 2020; D. Adams et
al., 2016).

XapakrepHoe a1 AL- m TTR-amunonnosa mporpeccupyiomiee nopaxkeHue nepupepudeckux
COMAaTHYECKUX HEPBOB, a TaKKe MUC(YHKIMS aBTOHOMHOW HEPBHOM CHUCTEMBI MPUBOJAT K OBICTpOI
MHBAIMM3AMM TAllMEHTOB, YTO JENaeT OCOOCHHO AaKTyaJbHOW 3ajady paHHEW AMAarHOCTHKH M
CBOEBPEMEHHOTO HAa3HAUEHUS JIOCTYIHON B HACTOSIEE BPEMs IAaTOI€HETUYECKON Tepanuu. BaxHbIM

IpeJcTaBiseTcs AajbHellee n3yuyeHue kiuHuueckoi kaptunsl nopaxenus [THC B cnywasx TTR-
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amuion03a U nepBuyHoro AlL-ammionnosa, a Takxke OIeHKa MH(OPMATHBHOCTH HCIOJIb3yEeMBIX

JUArHoCTU4YCCKUX MCTOA0B.

Crenenb pa3padoTaAaHHOCTH TeMBbI

[To nmanneiM B.B. PameeBa u JI.B. K03/10BCKOM, COBEPIICEHCTBOBAHUE U JOCTYMHOCTHh METOJOB
JMAarHOCTUKHU IPHUBENIN K 3HAYMTEJIbHOMY YBEJIMYEHHUIO Yncia NanueHToB ¢ AL- u HaciaencTBEHHBIM
TTR-amuinoua030M B CTPYKTYpE CUCTEMHOro amuiiono3a B Poccuiickoit ®@enepanuu. B nociennue
JECSITUIIETHS] BO3POCIIa OCBEJJOMIIEHHOCTh Bpadeil B OTHOLLIEHUH CUCTEMHOIO aMMJION 1032, MOSIBUIIACH
BO3MOYHOCTb TPOBE/IEHUSI BHICOKOUYBCTBUTEIBHBIX UMM YHOXUMHUYECKUX METOJOB HCCIIEJOBAHMS, a
TaK)K€ MOJIEKYJIIPHO-T€HETUUECKOTO TECTUPOBAHUS B CIIy4asX HACJIEACTBEHHOI'O TPAHCTUPETHUHOBOTO
aMWJIONJ03a, U3MEHWINCh MOJAXOJAbl K  TEpaluy, YTO  CYIIECTBEHHO  OTpPa3Wjoch Ha
MIPOJIOJKUTENFHOCTH M KauecTBE JKU3HU MAIlMEHTOB. B 0TeuecTBEHHOM uTepaType ¢ KaKJIbIM T'OJJ0M
YBEJIMYUBAETCS KOJIMYECTBO CTaTEeH, MOCBSLICHHBIX M3YYEHHIO CHCTEMHOTO aMHJIOHM]I03a, OJTHAKO, B
HACTOSIIIeE BpEeMs OTCYTCTBYIOT OpPUTMHAJIbHbIE MCCIEIOBAHUS C aHaJIM30M MOJIMMOpdu3Ma
HEBPOJIOTUYECKUX TMPOSBICHUM, UYTO JeJaeT akTyalbHbIM JajibHelllee H3ydeHHe H pa3paboTKy
aNropuTMa TUArHOCTHKH TOpa)XeHUH mnepudepruyeckoid HEPBHOW CHUCTEMBI B YKa3aHHOM KOTOPTE

MMalMEHTOB.

Ieab nccaenoBanmsi

HeJ'IB HaCcToAImCro HUCCJICI0BaHUA — COBCPIICHCTBOBAHUE  JHArHOCTHUKH MMOpaAKCHUA

nepudepuIecKoil HEPBHOUM CUCTEMBI ITpu NiepBUYHOM AL- 1 HacieacTBeHHOM T T R-amumongose.

3amaun ucciIe10BAHNA:

1. N3yunth 0cOOEHHOCTH MopaxeHus nepudeprudeckorl coMaTHYeCKOW U aBTOHOMHON HEPBHOM
cuctemsl ipu nepBuyHoM AL- u HacnencrBennom TTR-amunoniose.

2. [Ipoananu3upoBarh XapakTep O0JIEBOTO CHHApOMa Yy TMAlMEHTOB C mNepBHYHBIM AL- wu
HaciaeacTBeHHbIM TTR-amunongo3om.

3. OneHuTh PyHKIIMOHATEHOE COCTOSTHUE HEPBHBIX BOJIOKOH B COCTaBe Mepudepuiyeckux HEpBOB
C MOMOIUIBI0 HEUPO(PHU3UOIOTHIECKIX METOJ0B Yy MAIlMEHTOB C MepBUYHBIM AL- U HacleqCTBEHHBIM
TTR-amunongo3om.

4, UccnenoBaTh COCTOSIHME HEPBOB POTOBUIBI Yy TMALMEHTOB ¢ NepBUYHbBIM AL- wu
HACJIEJICTBEHHBIM | | R-aMMIION1030M C MOMOIIBIO Ja3epHON KOH(POKATEHON MUKPOCKOTIH POTOBUIIBI

(JIKMP).
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o. Onenuts HHGOPMATUBHOCTH MOP(OJIOTHUECKOTO 1 UMMYHOTHCTOXUMHUYECKOTO MCCIIETOBAHMS
OouonTara KOXXHOTO JIOCKYTa B OTHOIICHWM BepU(UKALMU OTIOKEHUH aMHJIOMIa ¥ H3MEHEHHS
IUVIOTHOCTH MHTPA’NUJEPMAIbHBIX HEPBHBIX BOJIOKOH Yy IIAUMEHTOB C MHepBUYHbIM AL- n

HacnenactBeHHbIM T TR-amumionmnozom.

Hayqﬂaﬂ HOBH3HA

Brnepsoie B Poccuiickoit ®enepanyu NpoBEAEHO CPaBHUTENIBHOE HEHPO(U3HOIOrHYEcKoe U
BHU3yalIM3aIlMOHHOE 00CienoBannue nepudepudeckoil HEPBHOM CHUCTEMBI Y TAIMEHTOB C MEPBUYHBIM
AL- u HacnencTBeHHBIM TTR-amunongozom.

OnucaHbl KIMHUKO-MHCTPYMEHTAIbHBIE OCOOCHHOCTH TMOpaXeHUs mepudeprudecKruX HEPBHBIX
BOJIOKOH B 3aBHCHMOCTH OT THIIA aMUJIOWI03a, MPOJOJDKUTEIHHOCTH 3a00JICBaHUs, MYyTallMM T'eHa
TPAHCTUPETHHA JJIS MAIIMEHTOB C HACJIEACTBEHHBIM aMHUJIOUI030M.

VYcranosneno, uro s marmueHToB ¢ TTR-ammmoumo3om B cpaBHeHun ¢ AL-aMuiongo3zom
0oJiee XapaKTepeH HEeBPOIMATUYECKUN XapaKTep 00JIH ¢ MpU3HAKaMH IEHTPATbHOM CEHCUTH3AIUN.

BnepBrie mpoBeneHO COTOCTABJICHHE JaHHBIX HEHUPO(PHU3NOIOrHYeCKuX W MOP(OJOrHIecKux
METOJIOB HCCJICIOBaHUA, IMIO3BOJIMBIICE BBIABUTh HAJIUYUE CBSI3U MEXKAY CTPYKTYPHBIMHU U

(YHKIIMOHATLHBIMU U3MEHEHUSIMU TOHKHUX HEPBHBIX BOJIOKOH B ciydasx AL- u TTR-amumono3za.

Teopernyeckasi 1 NpakTHYecKasi 3HAYUMOCTb PadOThI

YCcTaHOBIIEHO, YTO BBIPAKEHHOCTh KIMHHYECKHX IPOSBICHUN CO CTOPOHBI INepudepuyeckon
HEPBHOW CHCTEMbI OOYCIIOBJICHa XapaKTepOM OTJIOKEHUS aMUJIOWAa, a IS HacJeJACTBEHHOTO
aMUJION103a TAK)KE M THIIOM MYTAIlMH T€HA TPAHCTUPETHHA.

[Tokazana wuHpOpPMATHBHOCTL diekTpoHelpomuorpaduu (OHMI) u  KOJIMYECTBEHHOTO
cencoproro TtectupoBaHus (KCT) B 0ObeKTHBU3AIMHM TMOPAXKEHUS TOJICTHIX M TOHKHX HEPBHBIX
BOJIOKOH y naruenToB ¢ AL- u TTR-amunonmozom.

YcraHoBiIeHO, YTO J1a3epHas KOH(pOKaabHas MHUKpockomus porosuibl (JIKMP) otHOcuTCS K
MH(OPMATUBHBIM HEMHBA3WBHBIM METOJaM OIICHKH COCTOSIHHMSI HEPBOB POTOBHIIBI y TAI[UEHTOB C
HACJEJICTBEHHBIM | [ R-aMUJIOUZ030M, KOPPETUPYIOIMIMM C COCTOSHUEM TOHKHX BOJIOKOH HEpPBOB
KOHEUYHOCTEH.

Metonuka wuccneAoBaHHMs OuomTaTa KOXHM ~HH(POpPMATHBHA JUISI  OLIEHKH  COCTOSHUS
HWHTpadUAepMaIbHBIX HEPBHBIX BOJOKOH, HECMOTPS Ha 3HAUMTENbHYIO BapHaOelbHOCTh JaHHOTO
MoKasaress, B TO K€ BpeMs YKa3aHHBI METOJ MHBA3UBEH M MAJIOMH(POPMATHBEH B OTHOIICHUU

O6Hapy)KCHI/I$I OTJIOKEHHUIH aMUIIOHUA.
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Hcnonb3oBanHbIe  HEHPO(DU3HOIOTHYECKAE METOJbl YYBCTBUTEIBHBI, HO HO30JIOTUYECKU
Hecneruuunbl. HeoOxoaumo reHeTnyeckoe odciienoBanue npu nopo3pernu Ha TTR-amunonnos, a

TaKK€ BBISIBJICHUC aMHUJION A4 B TKaHAIX.

MeTO0m0/10THSI © METOAbI HCCJIETOBAHMS

Meronoyorust TUCCepPTALMOHHOIO HCCIEA0BAHUSA IOCTPOCHA C YY4ETOM pe3ylbTaTOB aHAIM3a
0030pa JIMTepaTypsl MO TEME UCCIICTOBAHMUS, ITOJTYICHHBIX KIIMHUKO-UHCTPYMECHTAIBHBIX JaHHBIX. Jljist
JOCTHKEHMSI MTOCTABJIEHHOW IeJiM pa3paboTaHa MporpaMMa MCCIeAO0BaHUS, CTATUCTUUYECKUN aHaIu3.
[TonydyeHHble MaHHBIE CHUCTEMATH3WPOBAHBI, H3J0KEHBI B TJlaBax COOCTBEHHBIX WCCIEAOBAHUI.

CdopmMynupoBaHbI BEIBOBI, TPAKTUYECKHUE PEKOMEHIAIUH.

OcHoBHbBIE MOJIO’KCHUSA, BLIHOCUMbBIC HA 3alIIUTY

Hawnbonee yacTeiM mposiBIEHHEM TOpa)XXeHUs TNepudepuueckoil HEPBHON CHCTEMBI B TPYIIIE
TTR-amunona03a sBISETCS aKCOHATBHO-AEMUETUHU3UPYIOIIAsi CEHCOPHO-MOTOPHAsI MOJIMHEBPOTIATUS
B COYCTAaHWH C TYHHEJIbHOW HEBpOTaTHEH M aBTOHOMHOM aucdyHkiuel, B rpymnmne AL-ammionao3a —
MPEUMYILIECTBEHHO aKCOHAJbHAsi CEHCOPHO-MOTOpPHAs MOJUHEBPONATHs, BbISABISEMas B HIKHHUX
KOHEYHOCTSIX B COYETAaHMU C TYHHEJIBHOW HEBpOINATHE BEpXHUX KOHeuHocTel. [lopaxkeHue
aBTOHOMHOI1 HeBponaTuu 6oJjee XapakTepHsl i HacnencTBeHHoro TTR-amunongo3a.

B rpynme TTR-ammmongo3a TOCTOBEpPHO 4dallle BCTPEYAETCS HEBPOMATHYECKUNM O0JICBOM
CHUH/IPOM C MpU3HAKaMU IIEHTPATbHON CEHCUTU3ALIUU.

[TanueHnTam ¢ CUCTEMHBIM aMHJIOUI030M JJisi oObekTuBHu3anuu nopaxenus [IHC neobxonumo
npoBoauTh DHMI' coBmectHo ¢ KCT, mockosibKy JaHHBIE METOJbI MO3BOJSIOT 00BEKTUBU3UPOBATH
MOPaXKEHUE TOJICTHIX M TOHKUX HEPBHBIX BOJIOKOH, B TOM YMCJI€ HAa CYOKIMHUYECKON CTaIuu.

JIKMP siBnsiercss MH(GOPMATUBHBIM METOJIOM JWArHOCTHKU TOPAXEHHsSI HEPBOB POTOBUIIBI Y
ManueHToB ¢ nepBuuHbIM AL- u HacnenctBeHHbIM TTR-amunmongo3om, a Asis rpynnbl MallMEHTOB C
HacnencTBeHHbIM TTR-aMUIOMI030M MMOKa3aHO HATWMYME CBS3U COCTOSIHUS HEPBOB POTOBUIIBI C

MOPpaA)KCHUEM TOHKHUX BOJIOKOH HCPBOB KOHEYHOCTEH.

CTeneHb 10CTOBEPHOCTH H anpodaius pe3yabTaTOB

I[OCTOBepHOCTB MOJIYYCHHBIX PC3YJIbTATOB MOATBCPIKAACTCA aJIeKBaTHOM BBI60pKOI71 IIalMCHTOB,
HCIIOJIb30BAHUEM  JOCTATOYHOI'O KJIIMHUKO-UHCTPYMCHTAJIBHOI'O MaT€puajla C HUCIOJIb30BAHUCM

MCTOJAUK, COOTBCTCTBYIOIIUX IIOCTABJICHHBIM 3aJladaM U MNPUMCHCHHEM MCTOINOB CTATUCTUYCCKOTO
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aHaJlM3a ¢ TMocleAyroneil o0paboTKOM MaHHBIX H COOJIIOJICHUEM TIPUHIMIOB JIOKa3aTeIbHOU
MEULIMHBI.

OCHOBHBIE TOJIOKEHHSI JTUCCEPTALIMOHHON pPabOTHI JIOJIOXKEHBI M OOCYXKJEHBI Ha 3aceJaHuu
Kadeapsl HEpBHBIX Ooje3Heil W Helpoxupypruu MHCTHTYTa KiIMHMYecKOW Memunuabl uMm. H.B.
Cxmupocosckoro ®I'AOY BO Ilepeeiii MI'MY wum. W.M. CeueHoBa MunzapaBa Poccun
(CeuenoBckuit YuuBepcurer) (2017r, 2018r, 2019r); XX MexayHapoJHOM HaAy4HO-ITPAKTUUYECKON
koH(pepermun «lloxwunoi GospHON. KauecTBo x)u3Hm» (Mocksa, 2018r); IX MexIucIUIUIMHAPHOM
MEXIYHApOJIHOM KOHrpecce «Ympammsai Ooibto» (Mocksa, 2019); XI BcepoccuiickoM che3jie
HeBpoJioros (Cankr-IlerepOypr, 2019r); IV Beepoccuiickoit (¢ MexxayHapoJHbIM yuactiueMm) Hayunoit
KoH(pepeHIIMM  MoJoablX  yueHbiXx - «bynymee HeBpomorum»  (Kazamb, 2020r); XVI
MexucuuIMHapHOH KOHPEPEeHIMN ¢ MEXIyHapoAHbIM yyacTheM «BeltHoBckue ureHus» (Mockaa,
2020r).

Anpobanus cocrosutack 17 uronst 2022r (mpotokon Ne 12) Ha 3acemaHuu kadeapbl HEPBHBIX
Oose3Heit u HeWpoxupyprun WMHcTtutyra KimHudeckod Memuumabsl mMmenn H.B. CximdocoBckoro
OI'AOY BO Ilepeiit MI'MVY wumenn W.M. CeuenoBa MunsapaBa Poccun (CedeHoBckuit

YHuBepcurer).

JInvHbIi BKJIAJ aBTOPa

ABTOpOM pa3paboTaH au3aiiH HAay4YHOW pPaOOTHI, BBIMOJTHEH OTOOpP MAIMEHTOB COTJIACHO
KPUTEPHSIM BKIIOYCHHUSI M HEBKJIFOUCHUS, ONPEIIEIICHBI 11eJTb, 33]]aui uccieoBanus. CaMOCTOSTEILHO
MPOBEACHO  KIMHMYECKOE  HEBPOJOTMYECKOe  O0CJelOBaHMWE, KOJHMYECTBEHHOE  CEHCOPHOE
TECTHpOBaHUE, 00paboTKa  pe3ylnbTaTOB  Ja3epHOW  KOH(POKAJIHHOH  MHKPOCKOIIUH U
MOP(}OJIOTHYECKOTO HCCieoBaHus, chopMupoBaHa 0Oa3a IaHHBIX W TIPOBENEH CTATHCTUYCCKUHN
aHanu3. Ha OCHOBaHMHM TMOJIYYEHHBIX PE3YJIbTATOB CPOPMYIUPOBAHBI BBIBOJBI M IMPAKTHYCCKUEC

PCKOMCHOAINH. IToaroToBneHsl K HY6J'II/IKaLII/II/I CTaTbH B HAYYHBIX JXYpHaJlaX.

CooTBercTBHE JHCCEPTALNM NACIIOPTY HAYYHOH CNIENUATBHOCTH

Hayunble mosiosxeHus JuccepTali COOTBETCTBYIOT NMAcopTy HayyHOU crenuansHoctu 3.1.24.
Hespomnorus, a UMEHHO IIHKTY 5.

IMyonukanun

Ilo pesynbraTtam HccieOBaHHUS aBTOPOM OITyOJIMKOBAaHO 6 HaydyHBIX paboT, B TOM yHcie 5
CTaTed B )KypHajaX, BKJIIOUEHHBIX B [lepedeHb peneH3upyeMbIX HayudHbIX M3JaHuil Ce4yeHOBCKOIro

yuuBepcureta/llepeuenr BAK npu Muno6paayku Poccuu, B KOTOPBIX JIOJKHBI OBITH OMYOJTMKOBAHBI
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OCHOBHBIE HayyHbI€ PE3yJbTaThl JAUCCEPTALUN HA COMCKAHUE YUYEHOM CTENEHU KaHAuaaTa HayK (U3
HUX 3 CTaTbu B HAyYHBIX M3JAHUSAX, MHICKCUPYEMBIX B MEXIYHApOIHOH Oa3e maHHBIX Scopus), 1

WHas MyOJIMKaLus 1O pe3ysibTaTaM HUCCIICI0BaHUSL.

O0beM u cTpyKTypa padoTsbl

JuccepramnuonHas padoTa u3JiokeHa Ha 142 cTpaHUIIaX MAIIMHOTMCHOTO TEKCTa U COCTOUT U3
BBEJICHUs, 0030pa JIUTEpaTyphl, IJIaB, COAEPKALIUX MaTepHallbl 1 METO/Ibl UCCIIEI0BAaHUs, PE3YIbTAThI
COOCTBEHHBIX MCCIIEIOBaHUH, @ TAK)XKE 3aKJIIOUEHUS, BbIBOJOB, MPAKTUYECKUX PEKOMEHIAIUH, CIIMCKa
JTUTEpaTyphl U NMPUIOKEeHUH. JluccepranonHas paboTta conepkuT 22 TabauIbl, WUTFOCTpUpOBaHa 24
pucynkamMu u 13 rpaduxamu. CHUCOK JUTEpaTypbl COIAEPKUT 152 ucTouyHMKa: 35 HCTOUYHUKOB

OTEeUYeCTBEHHOM auTeparypbl U 117 — 3apyOexHOi.

2. MATEPUAJIbI U METOAbI NCCJIEJOBAHUS

2.1 O0masi XxapakTepucTHKA 00JbHBIX
Bcero Opimo obGcnmenoBano 34 manMeHTa C  MOATBEPKACHHBIM  MOPQOJOTHUESCKHUMHU H
TEHETUYECKUM METOJJaMU CHUCTeMHBIM TMepBUYHBIM AL- u HacieacTBeHHBIM T [ R-aMuIonmo3om,
HaxOJIUBIIMXCS Ha CTallMOHApHOM JiedeHuH B KimHuke HepBHBIX OoJye3ner uM. A.Sl. KokeBHHKOBa 1

B Knnmauke pesmarosoruu, Hedposoruu u npodnarosorur uMm. E.M. Tapeepa YKb Ne3 (Tabnuma 1).
Kpurtepuu BK/II0UeHNs MAIMEHTOB B HCCJIEI0BaHME:

1. ManueHThl 000ero mosa B Bo3pacte ot 18 no 75 ner;

2. HaJMYHEe JMarHo3a CHCTEMHOIO aMHIIONI03a, IOATBEPKICHHOIO MOP(OIOTHYCCKUMU |
FeHETHYECKUMHU METOIAMH;

3. OTCYTCTBHE TSKEIIBIX COMATUYCCKHUX, ICUXUIYCCKUX U APYTHUX HEBPOJIOTUICCKUX 3a00JICBAHHIA;

4, Haan4yuc MuCbMCHHOI'O I/IH(i)OpMI/IpOBaHHOFO corjacus Ha y49aCTHUC B UCCIICAOBAHUH.

KpnTeplm HEBKJIIOUYEHHS MMANMEHTOB B HCCJIeJOBaHHUeE:

1. Bo3pacT MeHee 18 u crapiue 75 ner;

2. HEBpOJIOTUYEeCKHE  3a0ojieBaHMs,  KOTOpble  MOTYT  OOyclaBiIMBaTh  HMEIOLIYIOCS
HEBPOJIOTUYECKYIO0 CUMIITOMATHKY;

3. HAJIMYME TeMaTOJOIMYeCcKOro 3a00seBaHusl (MHOKECTBEHHAs] MUEJIOMa, MaKpOTJIOOYINHEMHUS

BaHL,Z[eHCTpeMa), JACKOMIICHCUPOBAHHOTO CaxapHOro ,Z[I/Ia6eTa, TuInep-, r’urnoTUupCoO3a,
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4, HaJIM4Ue IICHXHYECKOTO 3a00JICBaHUS UM KOTHHUTHBHOTO ;[e(beKTa, JOCTHUTarOIICTO CTCIICHU
JACMCHIIMH HUJIN OJII/II‘O(bpeHI/II/I, 3aTPYAHAIOIICTO 3alIOJIHCHUC aHKCT,

o. Han4Yre OEpeMEeHHOCTH.

Tabmuua - 1 XapakreprcTuka HanueHTOB ¢ CUCTEMHBIM aMUJIOHI030M

Ianuentsi ¢ AL- Hanuentsi ¢ TTR-
aMWJIOH030M aMUWJIOH/I030M
Kon-Bo manueHTos B rpymnme 16 18
Bospacr, roasr (Me; [Q25%; Q75%]) 62 [52,5; 71] 62 [56; 65]

Pacnipenenenue mo nomiy (M; k) 6:10 7:11
JlmuTenpHOCTH 3a00JICBaHMS, OT

TTOSIBJICHHSI TTIEPBBIX CUMITTOMOB

3a6oseBanus, roasl (Me; [Q25%; Q75%]) 31[1;3] 413; 8]

2.2 Knuunyeckue MeToabl HCCIe0BAHUSA

Kimnandeckuii HeBpPOJIOTHUSCKA OCMOTP BKJIFOYAJ HCCIICIOBAHHE UYEPEITHBIX HEPBOB, OICHKY
JBUTATCILHOM, YYBCTBUTCIIBHOH M KOOPJIWMHATOPHOH cdep, a Takke HCCIeI0BaHUue (QYHKIUN
ABTOHOMHOUW HEpBHOW cHUCTeMBbl. J[IsI ONEHKH CHJIBI MBI TakXe IPOBOJMINCH TPOOBI C
(YHKIIMOHATLHBIMA HArpy3KaMH: BCTaBaHHWE HA HOCKU M IISTKH, MOJBEM C HU3KOW FOPHU30HTAIBHOMN
MMOBEPXHOCTH, IIPUCEIaHNE HA KOPTOYKH. [1aCCHBHO HMCCIIEIOBANICS MBIIICUHBIH TOHYC B KOHEYHOCTSIX.
[Ip HEBPOJIOTHMYECKOM OCMOTpPE aKIICHTHPOBAJIOCh BHUMAHHEC HAa HAJIMYHAC THIIO- U aTpOPHH
pPa3aMYHBIX TPYII MBI, MccneaoBaauch CyXOKHIbHBIE W TEPUOCTAIbHBIE pediekchl ¢
KOHEYHOCTEH, CHMMETPUYHOCTh WX BBI3BIBAHUSA: C PYK - PEQIEKChI C CYXOKWIHW JBYIIIABBIX W
TPEXTJIaBBIX MBI, KapropaadaibHble pe(IeKChl; ¢ HOT - KOJICHHbIC W aXWJUIOBBI peduiekchl. Jlis
BBISIBJIICHUS KJIMHUYECKUX TPU3HAKOB TYHHEJIBHON HEBPONATHH KOHEYHOCTEH HCIIOIB30BAJICS
cumntoM TuHeNs B 00JIaCTH 3aMACTHBIX, KyOUTAIbHBIX, (PUOYIISPHBIX M Tap3aIbHBIX KAHAIOB C 00EHX
cTopoH. CHUMIITOM CUHTAJICS TMOJIO)KUTEIHHBIM TPU BO3HUKHOBEHUHU OIMYIICHHS MOKalIbIBaHUS B
nanbllax, CTpelstonell 00lM B 30HaX, COOTBETCTBYIOIIMX WHHEPBAIIMHM HUCCIEAyeMOoro Hepma. Jlis
OTIpeJieNieHUs] CTETIEHU BOBJICUEHHUS ABTOHOMHOW HEPBHOW CHCTEMBI MPOBOJUIICS OCMOTP KOXKHBIX
MOKPOBOB HA U3MEHEHHE OKpackd (HaIMYUE aKpOI[MaHO3a, MOOJEAHEHUS KOXHBIX TMOKPOBOB),
TpouuecKux HapyIIeHH, 0e300JIEBBIX 0XKOTOB, OIEHKA BOJIOCSIHOTO TOKPOBA, HOTTEBBIX ILUIACTHH,
MOTOOT/IENeHHs (TUIO-, aHTUAPO3). BEHIIBIEHHE OPTOCTATHYECKON TUIMOTEH3UHM OCYIIECTBISIIOCH C

IIOMOIIIBIO OpTOCTaTHQCCKOIZ HpO6BII HN3HAYaJIbHO IMPOU3BOAUTCA 3aMCP apTCPUAILHOTO JAaBJICHUA U
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IyJbca B MOJOXEHUM Jie)Ka Ha TOPU30HTAIbHOM NOBEpPXHOCTM IO0 ucreueHun 10 munyTr. B
TambHEWIIeM apTepuaibHOE MJaBICHHE M IYJIbC (PUKCHPOBAJICS B TIOJIOKEHUH CTOS (TpU
HEBO3MOXKHOCTH TAIIMEHTa BCTATh — CUJIsA) B KOHIlE | muH, 3 muH, 5 MuH u 10 mus. TIpoba cuuraioch
MOJIOKUTEIFHON TP MAJCHUU CUCTOJIMYECKOTO apTepuanbHoro nasieHus (A/[) 6osnee 20 MM pr.cT.
WM TMACTOJIMYECKOro Ha 10 MM pT.CT. B IOJIO’KEHUH CTOSI B TEUEHUE 3 MUH.

TspkecTh HEBpPONATHUYSCKUX HApYIICHUH omnpenensuiock ¢ nomomipio mkaiel NIS (Neuropathy
Impairment Score), BkiIrOYaromieil OLEHKY CHMIITOMOB TOPa)KCHUS YEPEHHBIX HEPBOB, MBINICUYHON
CHJIBI, IOBEPXHOCTHOM U TITyOOKOW YYBCTBUTEIHHOCTH, CYXOXKMIJIBHBIX Pe(hIE€KCOB BEPXHUX U HIDKHUX
KOHEeYHOCTeH. Xapakrep 0OJEBOro CHHIpOMa Ompenelisiics ¢ momorisio onpocauka DN4 (Douleur
Neuropathique 4 questions), ocaoBanHoro Ha 2 Ojokax. IlepBbIii GJIOK 3amOHSETCS HA OCHOBAHHH
XKanmoO TManueHTa, MO3BOJSET ONEHWTh XapaKTep UYBCTBHTENBHBIX HApyIIEHHH, BTOpPOH - Ha
OCHOBAHHMW KIMHHYECKOTO OCMOTpa (BBISBIICHUE AJUIOJWHUM M OOBEKTHBH3AIMS YYBCTBUTEIHHBIX

PacCTpOMCTB).

2.3 UHcTpyMeHTaJIbHOE 00¢/1eI0BaHne

CocrosiHEEe XOPOIIOMHEITUHU3UPOBAHHBIX JBUTATEIBHBIX M YYBCTBUTEIBHBIX BOJIOKOH HEPBOB
KOHEYHOCTEH OIIEHUBAJIOCh C TOMOIIbI0 CcTUMYIsiuuoHHONM OHMI', koTopas BhINOJIHSANACH Ha
yeThIpexkaHanbHoM anekrpomuorpade Nicolet (CIIIA) Bpauom otaeneHus (QYHKIIMOHAIBHOM
muarHoctukn —  K.M.H. [lernooit H.C. I[laumeHnTaM wuCClIeAOBaINCh [BUTaTeibHAs MOPLHS
cpeaunnoro (n. medianus), JokTeBOro Hepsa ¢ 2 cropoH (N. ulnaris), mamo6epioBbIi (n. peroneus) u
OospmebepiioBrii (n. tibialis) HepBbl. OlEHUBATIUCH CIICAYIONIUE MAPAMETPhl: aMITUTYIa MOTOPHOTO
otrBera (M-oTBeta), pesunyanbHas snareHius (PJI) u ckopocTs pacmpocTpaHeHHs: BO3OYKICHHUS IO
JIBUTATEIbHBIM HEPBHBIM BOJIOKHAM Ha BceM mpoTsbkeHur (CPB). AHTHIPOMHBIM METOIOM
WCCIICIOBAINCh CEHCOPHBIC BOJIOKHA BEPXHUX M HWKHUX KOHEYHOCTCH: CPEIUHHOTO, JIOKTEBOT'O
HEPBOB C 2 CTOPOH; MOBEPXHOCTHOTO MaJoOEpPIIOBOTO, MKPOHOKHOTO HEPBOB ciieBa. OLIEHUBAIUCH
napaMeTphl: aMILTUTYIa CCHCOPHOTO OTBeTa (S-0TBeTa) OT MUKa J0 MUK, CKOPOCTh PACIPOCTPAHCHUS
BO30YXIeHHsT 1O ceHcopHbM BosiokHam (CPB). IlonyueHHbIE pe3ylbTaThl CONOCTABISLIUCH C
AHAJIOTUYHBIMH [TOKA3aTeJIIMU KOHTPOJIbHOU rpymmbl (N=29).

HccnenoBanue TOHKUX HEPBHBIX BOJOKOH (A-fenbTa U C-BOJIOKOH) MPOBOJAMIIOCH C MOMOIIIBIO
KOJIMYECTBEHHOTO CEHCOPHOTO TECTHPOBAHMS Ha almapare - HeHPOCEHCOPHBIM aHAIM3aTOp MOJEINb
TSA 1l (Medoc, U3pannb). Bo3aeicTBys Ha KOXKY pasIpaXuTEIIMU BO3pACTAIOIICH U yObIBaromen
WHTEHCUBHOCTH, OMPENIEISIIUCH TIOPOTH TEMIEPATypHOU (TETIOBOM M XOJO0BOM) YyBCTBUTEILHOCTH
C KOHTPOJIbHOH JIEBOW CTOPOHHI B clenyromux Toukax: C6 (BO3BBIIMIEHUE OOJBIIOTO Mallblia KUCTH);
LS u S1 (ThuUlbHAsi TMOBEPXHOCTH CTOMBI). AHAIM3UPOBATIUCH 3HAYEHHUS MOPOTOB TEIUIOBOW U

XO0JIOIOBOM YYBCTBUTCJIBHOCTH B BCPXHUX U HHWKHHUX KOHCUHOCTAX, HAJIUYUC TMApCCTC3NU U
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JM3ECTE3UN y MALMEHTOB B IPOLIECCE UCCIIEI0BaHUs. Pe3yabTaThl CONOCTABISUINCH C aHAJIOTUYHBIMU
MOKa3aTeNsIMU KOHTpoJIbHOU Tpynmsl (N=11).

JInsi OLGHKH COCTOSIHUSI HEPBHBIX BOJIOKOH poroBuiibl (HBP) mamumentam npooamnacs JIKMP
Ha Oa3ze OIBHY «HayuHo-mccrnenoBaTenbCKU WHCTUTYT TJAa3HBIX OoJiesHei». lccrnenoBanue
BBITIOJIHSIOCH BpaduoM, K.M.H. CypHuHoit 3.B., ¢ HCHOIB30BaHHEM JIA3€PHOTO CKAHUPYIOIIETO
koH(pokanpHOrOo MuKpockona Heidelberg Retina Tomograph 3 (HRT) m mocnenyromeii 00paboTKoi
pe3yIbTaTOB C TOMOIIBI0 aBTOMATHU3WPOBAHHON aBTOpCcKOi mporpamMmsel Liner 1.2. HccnemoBanue
MPOBOJWIIOCH €  KOHTPOJbHOM  JIeBOM  cTOpoHbl. CTeneHb  BBIPAKEHHOCTH  HEBPONATUU
xapakrepu3oBainach kodpdunuentramu anuzorporuun (KAL) wu  cummerpuuynoctu  (Ksym)
HanpasiieHHocTH HBP, KoTopble cONMOCTaBIAIUCH C pe3yiabTaTaMHU MCCIEAOBAHUS TPYIIbI KOHTPOJIS
(N=21).

[Tatomopdonornyeckoe ¥ HMMMYHOTHCTOXMMHYECKOE HCCIEIOBaHUE OHWONTATOB KOXKHOTO
JIOCKyTa TIPOBOAWIOCH B Jiaboparopuu pa3BuTusi HepBHoW cucrtembl OI'BHY  Hayuno-
HCCTIEIOBATEIbCKUA  MHCTUTYT MOp(doJornu denoBeka - 3aBEAyROIHUA JabopaTopuei JOKTOP
ounonornuecknx Hayk, podeccop C.B. CaBenbeB. 3a00p OHMOJOTHYECKOTO MAaTEpUiIa OCYIIECTBIISIICS
Ha Oase Heipoxupyprudeckoro otaeneHuss YKb Ne3 Ilepsoro MI'MY um U.M. Ceuenona. [lmist
MOJIyueHUs: 00pa3lloB KOXKHOTO JIOCKyTa IPOM3BOAMIACH MeCTHas aHecTe3ued 2% pacTBOpOM
JUIOKAaMHA ¢ Mocheaymomeii many-ouoncueit (Epitheasy, pasmep Svm, mpousBojacTBo Wramms).
buonoruueckuii matepuan ¢pukcuponaics B 10% 3abydepennom dpopmannne «buoButpym» (Poccus).
ToTanbHbIE CepUilHBIE CPE3bl TOJIMHOW 6 MKM HM3rOTaBIMBAIM Ha MUKpoTome «Leica RM2245»
(I'epmanust). Cpe3sl OKpalIMBajil MO0 CTaHAApPTHON Meroauke KOHro KpacHbBIM; CTaBWJIM PEaKIUU C

npumenenueM anturen kK PGP 9.5 (Pucynok 1).

Pucynox 1 - PGP 9.5-no3uTnBHbIe HEpBHbIE BOJIOKHA B anuaepMuce (yBenuueHue 40, yka3aHsl
CTPEJIKOM ), KOHTPOJIb
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[TonydeHHsle ¢ UCIONIB30BaHUEM OKpacku KOHro KpacHBIM Ipemnaparbl MCCIEAOBAIMCh HA HaJIU4HE
KOHIO-TIO3UTUBHBIX CTPYKTyp. B mpenaparax, HamnpaBJICHHBIX Ha HMMYHOTHMCTOXMMHUYECKOE
uccnenoBanue, npomsBoawics moacdér PGP 9.5-mo3WTHBHBIX HEPBHBIX BOJIOKOH B SIUACPMHECE
BPYYHYIO, C IOCJIEIYIOUIUM BBIYMCIEHUEM IIJIOTHOCTH HEPBHBIX BOJOKOH Ha 1 MM. Pe3ynbTarsl
pacdyeTra IUIOTHOCTHM WHTPA’NUACPMAIBHBIX BOJIOKOH CPaBHUBAJIIM C AHAJIOIMYHBIM II0KAa3aTejIeM B

rpymre koutposs (N=7).

2.4 CrarucTuueckasi 00padoTka pe3yJbTaToB

Cratuctuueckas oOpaboTKa pe3ylnbTaToOB HCCIEI0BaHUS IPOU3BOIMIACH B Iporpamme Statistica
10.0 m Microsoft Excel. KonuuecTBeHHble naHHbIE OBLIM MpPEACTAaBICHbl B BUAE MEAMAHBI U
npouentuien [25%; 75%]; munumansHoro (Min) m MakcumanbHOoro (Max) 3HaYeHHH, y4uThIBas
HEHOpPMAaJIbHOE pacrpesielicHne epeMeHHbBIX. JJocToBepHBIEe pa3iyns MEKIY IBYMsI HE3aBHCUMBIMHU
MEepEMEHHBIMH ISl HEeTTapaMeTPUUYECKUX JaHHBIX OIEHUBAIUCH C NMPUMEHEHHEM KpuTepusi MaHHa-
Yutau (U-tect), kputepus Dumepa. s CTaTUCTUYECKOTO HW3YUCHUsI CBSI3W MEKIY SBICHUSIMH
UCHOJb30BaJICH KO3 uieHT koppensinun CnupMeHa. YpOBEeHb 3HAUMMOCTH BO BCEX BBIUMCICHMAX

ObLT IpUHAT Kak p<0,05.

3. PE3YJIbTATBI COBCTBEHHOI'O HCCJUIEJOBAHUSA U UX OBCYKJEHUE

3.1 O0mas xapakTepuCcTHKA NANUEHTOB

B uccnenoBanuum npuHsanu ydyactue 34 manueHTa, BOLIEAIIMX B OCHOBHYIO rpymmy. ['pynmy
MalKueHToB ¢ nepBuuHbIM AL-ammtonno3om (rpynma 1) cocraBunu 16 yenoBek (6 myxuwH u 10
KEHIIMH), MenaHa Bo3pacta - 62 roga (Min 36; Max 75). Cpenu JuIl K€HCKOTO IoJia mpeodiagan
BO3pAacT B 1uamnasoHe 71-75 net, cpenu iuil My ckoro noina - 41-50 ner.

B rpynny nanuenTtoB ¢ HacnenactBeHHbIM T TR-amunonno3om (rpynmna 2) Bouum 18 yenosek (7
MyxuuH 1 11 xeHmuH), MeauaHa Bo3pacta cocrtaBuia 62 roaa (Min 32; Max 71). Cpeau KeHIUH U
MYKUYUH Ipeobiaaan Bo3pacT B Auanazone 61-70 ner.

Bcem mammentam ¢ HacleACTBEHHBIM | | R-aMUJIOMZ030M OBLIO TMPOBENEHO TE€HETHYECKOe
UCCIIEIOBAaHUE C IIENbI0 BBISIBICHUS MYTallMM B TeHe TpaHcTUpeTuHa. Hawmbonee wyacto
BCTpeuaroleiicss okazanack myrauus Val50Met (n=9, 50% mnamueHToB), y 2 MalueHTOB, KOTOpHIE
MPUXOAUTUCH OPYT APYTY POJICTBEHHUKAMU — POAHBIE CEeCTphl, BhiABNeHA MyTanus Ala45Thr (n=2,
11%); erme y 2 manueHToOB, TPUXOAMBIIUECS IPYT APYTY IBOIOPOIHBIMH OpaTOM M CECTPOM - MyTaI[us
Glu74GIn (n=2, 11%). Ocranbubiec mytanuu (Phe53Leu, Gly47Ala, Thr40Asn, Glul 12Lys, Arg5His)

BCTpedauch ogHokpatHo (I'paduk 1).
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B Phe53leu WMGlull2lys ® Thr40Asn W ArgSHis

m Gly47Ala ValsOMet m Glu74GIin m Ala4SThr

I'paduk 1 - Buapl myTanuii reHa TpaHCTHpPETUHA Y TAIIUEHTOB HaceacTBeHHbIM ¢ TTR-
aMUJION030M

VY opnoro mammenta Mmytamus Val50Met Obiia BbIsIBIEHA B TOMO3MTOTHOM, B OCTaJIbHBIX
CllydasiXx MYTallMl - B TE€TEPO3UTOTHOM COCTOSIHMM. HalMoHanabHBIA COCTaB TpyNIbl MalMEHTOB C
ATTR: tatapsi — 5 (27,8%), apmsiaun — 1 (5,5%), pycckue — 12 (66,7%).

[To gaHHBIM KIIMHMYECKOTO OCMOTpa nopaxkenne comarndyeckor [THC B Buze monmHeBponaTuu,
TYHHEJIbHOM HEBpONATHM U UX COYETaHMs BCTPEYAJOCh yalle y MalueHTOB ¢ T [ R-aMUIOHUI030M 110
cpaBHeHMIO C Tpynmnoil Al-amunonnoza, ogHako OTAU4Ms ObUM HemocToBepHbIMH (95% u 69%
cooTBeTcTBeHHO 1pu p>0,05).

Hapymienust co cTopoHbl aBTOHOMHON HEPBHOM CHCTEMBbl 4Yallle BCTPEYAJIUCh B TpYIIe
nanueHToB ¢ T T R-amunonao3om. B rpynme manuerToB ¢ AL-aMuUon030M aBTOHOMHBIC HapYIICHHS
ormevanuch 'y 6 manmentoB (37,5%): y 3 mamnueHToB ObUla BBISBICHA IOJIOKHUTEIbHAS
oproctatuyeckas mpoba, eme B 3 ciyyasx — HapymeHus motopuku XKKT (auapes, uepenyromascs ¢
obOctunanueil), B 1 ciaydae BBISBISUINCH TaKKe TPOUUECKHE H3MEHEHUS KOKHBIX TOKPOBOB TOJICHEH U

croi. Ta3oBrle HapylmIeHHd U HapYHICHUSA MOTOOTACIICHUA HC OBLIM OTMEUEHBI HU Y OAHOTO MalKuCHTAa

(T'padux 2).
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OprocTas F 12
HapyweHne moTopnky KT Fld

Taszosble Hapywenna IN—— 7

HapylueHue noTooTAeNeHuA

IpekTUnbHaA AUCOHYHKLUA Y MYHUMH

TpoduueckMe HapyYILEHWA KOMHBIX NOKPOBOB P 11

MauweHTsl, N
B TTR-amunonao3s M AL-amunouaos

I'paduk 2 - XapakrepucTika aBTOHOMHBIX HapyIIEHUH y MAIUEHTOB ¢ NepBUYHBIM AL -amunonao3om
" HaciaeacTBeHHBIM TTR-amuinonnosom

B rpynne nacnencrsennoro T TR-amunounnosa y 17 u3 18 nanuentoB (94,4%) ObLu BBISBICHBI
ABTOHOMHBIC HApYIICHHS: y 7 TMAalUeHTOB — HapylleHus mnotootneneHus (y | mamueHta —
THIEpPruapo3, y 6 — rumoruapo3); y 12 ManueHTOB BBISABICHA ITOJIOKUTENBHAS OPTOCTATHYECKAs
npo6a; y 14 manueHToB B kaynoOax (DUTYpUpPOBAIN KETYJOUYHO-KHIIICUHBIE TPOSBIICHHUS (TONIHOTA,
TSOKECTh B JKEIYJIKE MOCIIE IpUeMa THIH, 0OCTUIANNS, YePEIYIOMIAscs ¢ Auapeei); y 7 MalueHTOB —
Ta30BbIC HApyIICHUs (IO THUIY 3aJCPKKA MOYH, HWMIICPATHBHBIX IIO3bIBOB W MEPUOIUYECKOTO
Hegepxkanus mouu). Tawke y 11 GonbHbIX (65%) oTMedanuch TpopHUUECKHE HW3MEHEHHS KOXHU B
OCHOBHOM TOJICHEH W CTON B BHUJE TMIIEPKEParo3a, MOBBIIICHHOW JIOMKOCTH HOTTEBBIX IUIACTHH H
CYXOCTBIO KOKHBIX IMOKPOBOB, IJIOXUM 3)KHBJICHUEM PaH M CCAUH. Y BCEX MYXXYHH JaHHOU rPYHIIbI
BBISBIISIACH IPEKTUIIbHAS AucyHKIMs. Takum oOpa3om, B TpyIlie NalMEeHTOB ¢ T | R-aMuionmo3om
CHMITTOMBI aBTOHOMHOM JUC(YHKIIMU BCTpEYaInch goctoBepHo 4varie (94,4%), yem y MalUeHTOB C
AL-amunoungozom (37,5%). Ilpu ananuse xano0 manueHTOB B ae0roTe 3a00JCBaHMs IPU3HAKU
aBTOHOMHOM TucyHKIMM oTMevanuch y 15 mamuentoB (83%) ¢ TTR-amunongo3om u 3 manueHToB
(19%) ¢ AL-amumnongo3om. B nenom, B rpymme 0onbHBIX ¢ TTR-aMHIOHI030M OTMEYAIUCh Ooliee
BBIPOKEHHBIE TMPOSIBIIEHUS COMATUYECKOM CHMMETPHYHON CEHCOPHO-MOTOPHOW W aBTOHOMHOM
HEBPOIIATUH.

[Ipn anammze TsokecTn HeBpomatuu o mkane NIS, oOpamjana BHUMaHHE 3HAYUTENbHAsS
BapuabenbHOCTh €€ 3HaUYeHWW B MpeeNiax OCHOBHBIX TpyMHI. MeauaHa B TpyIIe MNalMEeHTOB C
nepBuuHbIM AL-amuionso3om cocrasmia 4 6amwia (Min 0; Max. 18); B rpynme ¢ TTR-amunonmno3om

MeauaHa coctaBuia 69 6amios (Min 0; Max. 122) (PucyHok 2).
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Pucynok 2 - OueHka TsbkecTH HeBponatuu 1o mkane NIS B rpymnmne nanueHToB ¢ nepBuuHbIM AL-
aMHIIONA030M U HaciencTBeHHBIM TTR-amunongozom

VY mamuenToB ¢ TTR-ammionao3oM mokazarenu mo mkaie NIS ObU J0CTOBEpHO BBIMIE TIO
cpaBHeHHIO ¢ Tpynmnoi AL-aMuiiono3a u He 3aBHUCENN OT JTUTEIBHOCTH 3200JIEBaHMSI HA B OJJHOH 13
OCHOBHBIX rpymm. Yacte manueHToB ¢ T TR-aMHIOWI030M, TPEUMYIIECTBEHHO C MYTallUsIMHU
Glu54GlIn, Val50Met, Phe33Leu, nmena HapymIeHHst CO CTOPOHBI IepU(EPUIECKON HEPBHOM CHCTEMBI
B BHJEC CEHCOPHO-MOTOPHOW M aBTOHOMHOW HEBPOIATHHM YK€ B TEpBbIE TOAbI 3aboieBaHusA. Y
narentoB ¢ myranusamu Glull2Lys, Thrd0Asn, Alad5Thr Ha mpoTsDKEHHM MHOTHX JIET HMPU3HAKH
MOpaXEHUsT Mepu(eprUuecKoil HEPBHOW CHCTEMbl HE OBLIM BBIPAKECHBI U HE HHBAJIHIU3UPOBAIN
OOJILHOTO.

C mnomomipto omnpocHuka DN4 onenuBasics xapaktep 0OO0JIEBOTO CHHIPOMA Y MAI[MCHTOB C
cucTeMHbIM amuionno3oM. B rpymme TTR-amumnommoza B 15 caywasx (83%) 3aduxcupoBana
HeBponaTuyeckas 00JIb, MPOSBIISIOMIASACS YYBCTBOM «TOPEHHS», <OKKCHUS», «OCTaHHs Mypalieky,
KUTIATKaY», aonuHued. B ocranpHbix 3 ciydasx (17%) mamueHThl jKaJIOBAIUCh HA MUTPEHO3HBIC
TOJIOBHBIC 00JIM M 00JIb B CIIMHE, KOTOpPasi COOTBETCTBOBAJIA HECTICU(PHUECKON CKEJIETHO-MbIIIECYHOM
6omu. B rpynme AL-amunoungos3a tonbko y 1 manumenta (6%) Oblmm 3adUKCHpOBaHBI jKamoObl Ha
YYBCTBO «TOPEHUS U ¥OKCHUSD MPEUMYIIECTBEHHO B KUCTAX U cTonax. B 9 ciydasx (56%) manueHTs
HE MPeIbABIISIN KanoObl Ha 60b. 6 manmeHToB (38%) kanoBanuch Ha 00JIb B CyCTaBaxX M CKEIETHO-
MbIllIeyHble 0o B crnuHe. TakuM oOpa3om, MpU aHanmu3e JaHHBIX ornpocHuka DN4, kommdecTBo
MAIMEeHTOB ¢ Helpomatuyeckoil 0oNbi0 OBLJIO JOCTOBEPHO BBINIE B rpymme | | R-aMuionjo3a, mo

cpaBHeHMio ¢ rpynmnoi AL-amunonnosa (p<0,05) (I'paduxk 3).



AlL-amunonpos

TTR-amunomnpos

W oTcyTeTeYOT Manobel M gpyraa Gones B HedponaTuyeckan Bonk

I'paduk 3 - Xapakrep 00JIEBOTO CHHIPOMA y TTAITUEHTOB C IEPBUYHBIM AL-aMUIOUI030M 1
HaciaeacTtBeHHEIM T TR-amunonno3zom

3.2 Pe3yabTaThl CTUMYJISIINOHHOI 3JIEKTPpOMUOrpaduu

NudopmatuBHBIM METOIOM OIEHKM (DYHKIIMOHAJIBHOTO COCTOSIHUS HEPBOB KOHEYHOCTEH
sBisieTcs: ctumyisiuonHass OHMI', koropast 6su1a BeimosHeHa 14 mamuentam ¢ TTR-amunonmozom u
15 manuentam c¢ AL-amunonno3oM. AHanu3 pe3yibTaToB cTuMyisiinoHHo OHMIT mokasan, yto
W3MEHEHUSI (YHKLIHMOHAIBHOTO COCTOSHUSI IBUTATEIbHBIX M UYYBCTBUTENIbHBIX HEPBHBIX BOJIOKOH
UMEIOTCS Yy BCeX OOJBHBIX C CUCTEMHBIM aMHJIOMI030M HE3aBHUCHMO OT HaJU4UsS HEBPOJIOTHUECKON
CUMIITOMAaTUKH MPU KIIMHUYECKOM OCMOTpE.

B rpynne TTR-amunonnosa y 7 mauuentoB (50%) 3adukcupoBaHO NOpakeHHE HEPBOB BEPXHUX
U HIDKHUX KOHEYHOCTEH Ha MPOTSHKEHHWU B COUYETAaHUU C TYHHENIbHOW HeBpomarueid; y 4 (28,6%) —
MopakeHNe HEPBOB Ha MPOTsKeHuH, y 3 (21,4%) — TyHHenbHas HeBponatus. TyHHeIbHAas HEBPOMATHUs
Obu1a BeIsiBiieHa Beero y 10 maruentoB (71%) ¢ TTR-amunonno30M 1 Obliia 0IMHAKOBO MPECTaBIICHA
CHHPOMOM 3aIISICTHOTO M KYOHTaJIbHOTO KaHAIOB (3JIEKTPO(U3NOIOTHIECKUE MPU3HAKH 3aISICTHOTO
KaHaJja BBISBIEHBI B 5 ciydasX — ¢ 2 CTOPOH, B 2 cliydasix — ¢ 1 CTOPOHBI; 31EKTPO(HU3HOTIOTHUECKUE
MPU3HAKA KYOUTaJbHOTO KaHala OBbLIM BBISIBICHBI B 5 cliydasx — ¢ 2 CTOpOH, B 2 chmy4asx — ¢ 1
ctoponsl). Cpenu 11 manueHTOB, y KOTOPBIX OblIa AUarHOCTUPOBaHA MoJuHEeBponaTus, B 10 ciydasx
CTpaJiajy KaKk MOTOPHBIE, TaK U CECHCOPHBIE BOJIOKHA, B | Cilydae — TOJIbKO CEHCOPHBIE.

B rpynne AL-amunounnosa xapakrep Hapymenuid [THC npu DHMI-o6cnenoBanuu oTimyancs
OT TaKOBBIX MpPH KIMHUYECKOM HEBpoJiorhudeckoM ocMmotpe: DHMI-u3meHeHus: ObUIM BBHISBICHBI Y
Bcex mamueHToB. [lpm amammze DOHMI-mokaszareneit B 10 ciuyuasx (66,7%) BbIsSBiIeHa
MOJIMHEBPOIATHS HIDKHUX KOHEUHOCTEW B COUETAaHUM C TyHHEIbHOUW HeBpomatuel, B 1 cioydae (6,7%)

— TIOJIMHEBPOMATHSI HUKHUX KOHEYHOCTEH, B 4 ciydasx (26,7%) — TynHenbHas HeBponatusi. Cpeau 11
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MAIMEHTOB C JTUarHOCTUPOBAHHOMN MOJMHEBpOINATHEW, Y § ObLIM BOBJIEYCHBI KaK CEHCOPHBIC, TaK U
MOTOpPHBIE BOJIOKHA, B 3 — TOJIbKO CEHCOpHbIE. [Ipu aHanu3e nopakxeHus HEPBOB B 30HE aHATOMUYECKU
Y3KUX KaHaJoB B 87% ciydaeB ObLIM BBISBICHBI H3MEHEHHS HA YPOBHE KyOMTaJIbHOTO KaHama, B 53%
- Ha YPOBHE 3aISICTHOTO KaHaia (MPU3HAKU 3aISICTHOTO KaHaia ObLUTH BBISIBJICHBI Y 4 MAIUEHTOB C 2
CTOpOH u emie 4 — ¢ 1 CTOpOHBI; NMPU3HAKK TOPAKEHUS JIOKTEBOTO HEpPBAa B 00JaCTH KyOHUTaIHHOTO
KaHayia HaOMIoIMCh y 7 MAIMEHTOB C 2 CTOPOH M 6 — ¢ 1 CTOpOHBI).

AHaJIM3 MOJIyYEHHBIX JAHHBIX MOKa3aj, 4yTo y nauueHToB ¢ TTR-aMuionm030M BBIABISIIOTCS
0oJsiee BbIpaKEHHbIE U3MEHEHMSI KaK aMIUIMTYIHBIX, TaK U CKOPOCTHBIX NOKa3aTelsiel 10 CPaBHEHUIO C
rpynnoit AL-amunouzgosa. [lomydeHO AOCTOBEpHOE CHMKEHUE AMIUTATYII MOTOPHBIX M CEHCOPHBIX
OTBETOB IPU CTHUMYJIALIMM CPEIMHHOIO HepBa y manueHToB ¢ TTR-amMuinonmo3oM mo cpaBHEHMIO C
rpynnoit AL-amunounno3a u rpynmnoit koutpois (Pucynxku 3, 4).

14

Amnnutyaa M-oTeeTa (cpeauHHbIit Hepe)

2 o

o

0 o Median
rpynna KoHTpona rpynna TTR-amunongosza []25%-75%
rpynna Al-amunongosa T Min-Max

Pucynok 3 - ConocraBienue aMmtyJ, M-0TBeTa CpeIMHHOTO HEpBa B IpyIIax
TTR-amunonno3a, AL-ammion03a u Tpyrme KOHTPOJIS

90

80

70

60

50
40

30

1
20
1 n
==
0 [ |
o Median

rpynna KoHTpona rpynna TTR-amunongosa []25%-75%
rpynna AlL-amunonaosa T Min-Max

AMANUTYAa S-0TBETa CPeANHHOro Hepsa

Pucynox 4 - ConocraBieHue aMIUTUTY]] S-0TBETa CpeAMHHOTO HepBa B rpynnax TTR-, AL-
aMWJION03a U TPYIIE KOHTPOJIS
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[Ipu wuccrnenoBaHUM HEPBOB HIKHUX KOHEUHOCTEH oOpaianu BHHUMaHUE OoJiee BBIPAKCHHBIC
M3MEHEHHSI B BUJIE CHIDKEHHSI aMIUTUTYJ] M-, S-0TBETOB M MoKa3aTesieil MpOBOAMMOCTH MO0 CPAaBHEHHIO
C BEPXHUMM KOHEUYHOCTSIMH B OCHOBHBIX I'PYIIIAX, YTO COOTBETCTBOBAIO PE3YJbTaTaM KIMHUYECKOTO
obcnenoBanus. [Ipu ananmmse ammmutynsl M-otBeta u PJI mano6epuoBoro HepBa maruentoB ¢ TTR-
aMUJIOUJI030M BBISIBJIIEHBI CTaTUUECKU 3HAYMMblE OTJIMYUS Kak ¢ rpymnmnoid Al-amuionnosa, Tak u ¢

rpynmnoii konTposs (Pucynku 5,6).

T .
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M-oteeT manobepuosoro Hepsa
[=2]

rpynna AL-amunongoza KOHTpOnb o Median
rpynna TTR-amunonaosa [ 25%-75%

rpynna T Min-Max

Pucynok 5 - ConocraBnenne ammumtya M-oTBeta MmanobepiioBoro HepBa B rpynmnax TTR-, AL-
aMIJIONJI03a U TPYIIIIE KOHTPOJIS
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M-oteet Bonblebepuosoro Hepea
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o Median
rpynna AL-amunounpoza KOHTpOnb [0 25%-75%
rpynna TTR-amunougoza T Min-Max

Pucynox 6 - ConocraBienue aMIuuTy ] M-otBeta 00Jb111e0epIIOBOTO HEpBa
B rpynnax TTR-, AL-amunono3a u rpynme KOHTpOJIs
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Taxum o6pazom, st TTR-ammnonmo3a xapakTepeH NEPBUYHO AKCOHAIBHBIA THIT HOPAKEHHS
KaK CEHCOPHBIX, TaK M MOTOPHBIX HEPBHBIX BOJIOKOH KOHEYHOCTEM € HUX BTOPUYHOHI
JeMHUeNUMHu3auuen; s rpynnsl AL-amumnonjo3a — NEpBUYHO AKCOHAJIBHBIM THI HOPAKEHUS
MOTOPHBIX ¥ CEHCOPHBIX BOJIOKOH, IPUYEM HauOoJiee BBHIPAKEHHBIE W3MEHEHHs (DUKCHPOBAINCH TIPU

HUCCICIJOBAaHNHN HMXKHUX KOHC‘IHOCTeﬁ, YTO COIJIaCOBBIBAJIOCH C JaHHBIMH 3apy6e>1<HHx aBTOPOB.

3.3 Pe3yabTaThl KOJIHYECTBEHHOT0 CEHCOPHOT0 TECTHPOBAHMUSA
KonunuecTBeHHOE CEHCOPHOE TECTHPOBAHKME OOBEKTHMBU3UPOBAJIO MOPAKEHHE TOHKUX HEPBHBIX
BOJIOKOH B TpyINIE MallMeHTOB C CHCTEMHBIM aMUJIOMI030M. bBbUIM MMOJydyeHBl CTATUCTHYECKU
3HAYUMBbI€ OTJIWYMS B HCCIEAYyEeMbIX TIpyINNax, NpUYeM Haubojee BbIPaKEHHbIE W3MEHEHUS
¢ukcupoBaivch y mamueHToB ¢ [ [R-amwmionno3om. B rpynmne manmentoB c¢ AlL-amunongozom
CTaTUCTUYECKH 3HAYMMble H3MEHEHUS B CPaBHEHMHM C KOHTPOJEM BBIABISUIUCH TOJBKO IIpU

HCCIICIOBAHUH TEMITEPATYPHBIX TIOPOTOB HIKHUX KOoHeuHocTel (Tabmuma 2).

Tabmuna 2 - CpaBHUTENbHBIC TIOKA3aTeIN B OCHOBHBIX TPYIIIIAX U TPYIe KOHTPOJIS, MOTyICHHBIC ITPH
KCT (xoHTposbHas CTOpOHA — JIeBasi)

AHaTM3UPyeMBbIi I'pynma koHTpoOIIS ['pynmna I'pynma AL-
napameTp (N=12) TTR-amunonmo3a aMHJION103a
(N=16) (N=14)
CDT 30,4 [29,7; 31] 24,9 [18,5; 26,85]** | 30,5 [28,4; 31,2]
Co6
WDT 34,5 [33,7; 34,85] 42,5 [36,05; 48,6]** | 33,9 [33,6; 35,4]
L5 CDT 29,9 [28; 30,7] 0,25 [0; 6,7]** 27,1 [23; 29,3]#
WDT 35,6 [34,9; 37,45] 50,0 [46,4; 50]** 42,3 [38,5; 45,6]#
CDT 29,5 [29,2; 29,75] 0,8 [0; 18,95]** 27,2 [23,8; 29,3]#
S1
WDT 36,1 [35,6; 37,6] 50,0 [45,5; 50]** 43,6 [40,6; 46,9]#
** p<0,05 (rpynna TTR-amunonnosa — rpynna AL-amunonnosa) u (rpynna T TR-amunonnoza —
KOHTpoJIb); #Pp<0,05 (rpynna T TR-amuinon03a - KOHTPOJIb)
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[ToporoBrie 3HAa4YEHUSI C BEPXHUX KOHEYHOCTEW OBLIM COMOCTABUMBI C TPYNIONH KOHTPOJS U
HE3HAYUTEIIHO BBIXOJIMIIN 32 paMKU peepeHCHBIX 3HAYCHUH, YTO OOBIICHAETCS MOPAKEHUEM HEPBOB
BEPXHHUX KOHEYHOCTEW JIOKAJIbHO, B O0JIACTH aHATOMHYECKH Y3KUX KaHAJOB, a TAK)XXe MCCIIeTOBAaHUEM
TOJIBKO Ha OJHOM ypoBHE - C6, KOTOPbII HE YUUTHIBAET MOpaXKEHUE JIOKTEBOro HepBa. Kak u B ciyuae
oneHku mno mkaine NIS, oOpamana BHMMaHue BbIpak€HHash BapuaOelbHOCTb 3HAYEHUU
TEMIIEpPaTYpHbIX OPOTOB Ha BCEX YPOBHSAX Y MAllMEHTOB C HACJIEJICTBEHHBIM aMUJIOUJ030M, a TAKKeE

3HAYEHUH TeMIIepaTypHbIX [IOPOrOB B HUKHUX KOHEUHOCTSX B rpymie AL-amunongosa.

3.4 Pe3yabTarhl Jia3epHOii KOHPOKAIBLHOH MUKPOCKONIMH HEPBOB POrOBHIbI

JIJ1 OLIEHKU COCTOSIHMSI TOHKMX HEPBHBIX BOJIOKOH NPOBOJWIICS HOBBIM HEMHBA3WBHBIN METOJ -
JIKMP, mno3Bossomas OLEHUTH COCTOSIHME HEPBOB poroBUllbl. OCOOEHHOCTBHIO HCCIEIOBAHUS
saBisgeTcs MOpGOMETPUYECKU aHalu3 C HCMHOJIb30BAaHUEM KOIPPUIIMEHTOB aHM30TPONUU U
cummeTrpuyHocty HampasieHHocth HBP (KAL u Ksym), oTpaxaromux creneHb H3BUTOCTH U
HapyIIeHUs X0Ja HepBHBIX BOJIOKOH. [lo pesynbraram nposeaennoit JIKMP 3nauenue koaddunmenra
AHU3O0TPONHMH Yy TMAIlMEHTOB C CUCTEMHBIM aMUJIOMI030M OBLJIO MEHBLIE MO CPaBHEHHUIO C TPYNIOi
KOHTPOJISI, OJJHAKO TOCTOBEPHBIX paznyuii, Kak u Mexay rpynnamu ¢ AL- u TTR-amumonno3om, He
ObUIO TOJIy4EHO, YTO, BO3MOKHO, CBSI3aHO C WHAMBHUIYaJIbHBIMH, BO3PAaCTHBIMH OCOOEHHOCTSIMU
WHHEPBAIMU POTOBUIIBI.

IIpn oneHKe KayeCTBEHHBIX XapaKTEPUCTHK, IMOJYYCHHBIX Ha CHUMKAax HEPBOB POTOBULBL,
W3MEHEHMs ObUIM BBISBJIEHBI y BCEX IMALMEHTOB C CHUCTEMHBIM aMUION1030M. Kak mpaBuiio, HEpBbI
UMelIn  «4eTkooOpazHyo»  (opMmy, oOpamasa BHUMaHME€ MX  BBIPQKEHHAs  HU3BHUTOCTb,

Pa3HOHAIPABICHHOCTh, BETBUCTOCTH (PHCyHOK 7).
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A) Iamment K., 43 net, rpynma TTR-amumonmoza b) [lanmentka M., 53 ner, rpynna AL-amunonnosa

B) Konrpons, 58 ner.

PI/ICYHOK 7 - CHUMOK TOHKHX HEPBOB POTOBHUIIbI, HOJ'Iy‘IGHHLIﬁ C IOMOUIBIO JIA3€PHOT'O
KOH(I)OI(&HLHOFO MHUKPOCKOII

IIpu nccnenoBanuu cBsizu Mexay KAL u TshKecTpl0O HEBPONIATMUECKUX HAPYIICHUH MO LIKaie
NIS B rpynne TTR-amunounoza, BeisiBiIeHO, uTo 3HaueHMe KAL nocTtoBepHO KOppenupoBayio ¢
TSOKECTBIO HEBpOINATHM: 4YeM Bblmle Oamur mo mkaine NIS, TemM MeHbllee 3HaYeHHWE HPUHUMAT

k03¢ duirent anuzorponuu (r=-0,71; p=0,009) (PucyHoxk 8).
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Pucynok 8 - B3auMocBs3b Mex 1y 3HaU€HUAMH KOAX(PHHUIIUEHTa aHU30TPOIINHU U TSHKECTHIO HEBPOIIATHHI
nio mkasie NIS B rpynme TTR-amunonmoza

3.5 OneHka NJIOTHOCTH HHTPAINMHIEPMATbHBIX HEPBHBIX BOJIOKOH
B kauecTBe MOMOJHUTENBHOTO METOJA OOCIEAOBaHUS, MO3BOJISIOUIETO OLIEHUTh COCTOSIHHE
HEpPBOB, HCIOJb30Bajach OHOIMCHUS KOXXHOTO JIOCKyTa C ThUIBHOM TOBEPXHOCTH CTOIBI C
MOCJIEYIOUM OKpamniuBanueMm Ha amuiou] Konro kpacHsiM win CUpHycOM KpacHbBIM, MOACYETOM

PGP 9.5-1103uTHBHBIX HEPBHBIX BOJIOKOH M WX TUIOTHOCTH B anuaepmuce (PucyHok 9).

Pucynox 9 - [Tanu-61oncust KO>KHOTO JIOCKYTa (KOHTPOJIb).
Yeenunuenue 400x; ummyHoructoxumust PGP 9.5. (ctpenkamu o603HaueHbI
MHTpa’IUIepMalIbHbIe HEPBHBIE BOJIOKHA)
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YuutbiBas HEOOJIBIIOE KOJIMYECTBO OOJBHBIX, pacdeT MPOU3BOIWICS IJIi OCHOBHOW TPYIIIIHI,
BKJIFOYArOIIEH manueHToB ¢ cucteMubiM AL- u TTR-amunonno3zom (4 nanuenta ¢ AL-amMmuinonio3omM u

5 manuenTtoB ¢ TTR-amunono3om) u rpynmsl kKoHTposist (N=7) (Tabauua 3).

Tabmuna 3 - OueHka IIOTHOCTH HHTPASTUACPMAIbHBIX HEPBHBIX BOJIOKOH B TPYIINE HAIIMEHTOB C
CUCTEMHBIM aMUJIOUI030M U TPYIIE KOHTPOJIA

nokasaresu | [IOTHOCTH MHTpadIUAEpPMAIBHBIX

rpymnmna BOJIOKOH.
Me [Q25%; Q75%]

I'pymna manueHToB ¢ cucTeMHbIM amuton1030M (N=10) 1,1[0,93; 1,45]

I'pynma kouTposist (N=7) 1,511, 1,93]

MecTo B3siTHs OMonTaTa ObLIO ONpPEAEIeHO HaMHU HECIy4ailHO: OHO COOTBETCTBOBAJIO YPOBHIO
oo6cnenoanust mpu KCT (TeimpHas cropoHa ctombl LS), 4To /menano JOTUYHBIM CpaBHEHUE CTETICHH
HapyIIeHUs. TEMIIEPaTypHONH UYYBCTBUTEJIBHOCTH C IUIOTHOCTBIO HHTPA3IUJIEPMaIbHBIX HEPBHBIX
BOJIOKOH. HecMOTpst Ha OTCYTCTBHE JOCTOBEPHBIX OTIWYWH ¢ rpynmoi koHTposs (p=0,087), meaunana
IJIOTHOCTH MHTPAdMUAEPMaIbHBIX HEPBHBIX BOJOKOH ObLIa HM)KE B TPYIIE MAlMEHTOB C CHUCTEMHBIM
aMUJIONI030M.

[Ipn wuccnenoBaHMM MUKpOIPENApaToB Ha HAJIWYME XapaKTEPHBIX Uil aMUJIOWJAa KOHIO-
MMO3UTUBHBIX CTPYKTYP C MOMOILBIO OKpacku KoHro kpacHeiM miin CUprUycoOM KpacHbIM HU B OJTHOM M3
MIPEJICTABJICHHBIX CIy4yaeB aMUJIOW] He ObLI BBISBJICH, YTO 00bsAcHsAETCS MU(PGY3HBIM OTIOKEHUEM
aMWIOUAHBIX Macc. TakuMm 00pa3oM, OMOTICHS KOXKHOTO JIOCKYTa SIBJISIETCS MHBA3WBHOI U IPHU 3TOM
HenH(OpPMaTUBHOI 17151 MOpdoiornyeckoil BepuduKauy AMarHo3a CHCTEMHOTO aMUJIOU103a.

Jlis rpynmbl MalUMeHTOB, KOTOPBIM Oblla MpOBEAEHA MaHY-OMOINCHS KOXHOTO JIOCKYTa,
aHAJIM3UPOBAJIOCHh HAIMYUE CBA3U COCTOSHUS MHTPA’IUACPMAIIbHBIX BOJIOKOH ¢ pe3yiabraramu KCT Ha
ypoBHe L5 cneBa. [lonydyeHa nqocTtoBepHas B3aMMOCBS3b MEXK]Y IJIOTHOCTHIO MHTPA’IUAECPMATIbHBIX
BOJIOKOH U NOPOTaMHU XOJIOJOBOW M TEIJIOBOM YYBCTBUTEIBHOCTH. 3HAUYEHHE IUIOTHOCTH HEPBHBIX
BOJIOKOH OBUIO JJOCTOBEPHO BBIIIE Yy MALMEHTOB C MOKA3aTeIsIMU TEMIIEPATypHON YyBCTBUTEIIBHOCTH,
NpUOJIMKEHHBIMM K peQepeHCHbIM 3HaueHHsM (s XoJsioa0BbIX moporoB rs=0,8, p=0,004; nns

TEMIOBBIX moporos rs= - 0,7, p=0,007).
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BbIBO/IbI

1. [Ipu nepBuunom AL- u HacnencrseHHoM T TR-amunon103e 0TMEUarOTCst CXOIHbBIE TTPOSIBICHUS
nopaxeHus: nepudepuaeckorl coOMaTHUECKO HEPBHOW CHUCTEMBI B BHJIE COYCTAHUS CUMMETPUYHOU
[IPEUMYIIECTBEHHO JWCTAJbHONM TIOJMHEBPONATUM U TYHHEJIbHOM HEBpONaTUU. ABTOHOMHAs
HEBpOIaTUsl BCTpeyajlach yalle Yy nagueHToB ¢ | TR-amunoungo3oMm. B nmenom, mnopaxeHue
COMAaTHYECKOW M aBTOHOMHOH HEPBHOH CHCTeMBI ObUIO Oosiee BBIpOKEHHBIM B Tpynme 1 1R-
aMUJION1032 110 CpaBHEHUIO ¢ rpynmnoit AL-amunounao3a.

2. [Ipn TTR-amunongo3e NOCTOBEPHO dalle MO cpaBHeHHIO ¢ AlL-ammionso3oM oTrMeuaercs
HEBPOIATUYECKUI XapakTep OOJIM BCIEACTBHUE BBIPAKEHHONW TUCPYHKIMU NMEepUPEPUUECKUX OTACIOB
COMATOCEHCOPHOW CHUCTEMBI C MOCJIEAYIONIEH HEHTPAJIbHOW CEHCUTHU3AIUECH.

3. OHMI' no3Bonsier 00beKTUBU3MPOBATh nopaxeHue comarudeckord [NIHC, B ToM umcie Ha
CyOKJIIMHMYECKOW cTanuu. B kadecTBe Bemylmiero maTroreHeTmdeckoro mexanmsma nopaxkenus [THC
IIPU CUCTEMHOM aMIJION103€ cienyeT paccmarpuBaTh akcoHonatuto. KCT sBasercss uHpopMaTUBHBIM
METO/IOM MpH OMNpeAeTCHUH MOpaXXeHHs c1a00MHETMHU3UPOBAHHBIX BOJIOKOH HEPBOB KOHEYHOCTEH,
OTBETCTBEHHBIX 32 TEIUIOBYI0 U XOJIOJOBYIO TEMIIEpaTypHYIO UYBCTBUTEIBHOCTH Y MAIUEHTOB C
CUCTEMHBIM aMUJIOUI030M.

4, Meron JIKMP no3BossieT BU3yaau3upoBaTh HapylieHue xoaa u cTpykrypsl HBP y manuenTos
C CHUCTEMHBIM aMUJIOUJ030M HE3aBUCHUMO OT €ro Tuma. Y MalUueHTOB C HACIEICTBEHHBIM | TR-
aMUJIONI030M YCTAHOBJIEHO HalIu4Me CBsi3M cocTosiHUus HBP 1 TOHKMX BOJIOKOH HEPBOB KOHEYHOCTEH.
5. HccnenoBanue IUIOTHOCTH HWHTPA’NIUACPMAIBHBIX HEPBHBIX BOJIOKOH YKa3blBaJO Ha UX
CHIDKEHHE Y MAIMEHTOB C CUCTEMHBIM aMUJIOM030M. bUomcust KO)KHOTo JIocKyTa HeMH(pOpMaTHUBHA B

OTHOIIICHUH MOp(l)OHOFH‘ICCKOﬁ BepI/I(l)I/IKaI_II/II/I Junardo3a CUCTCMHOI'O aMHMJIOKJ034a.

INPAKTUYECKUE PEKOMEH/JALIUN

B nmccepranuonHo# paboTe yCTaHOBIEHO, YTO BBIPRXKEHHOCTh KIMHUYECKUX MPOSBICHUNA CO
CTOPOHBI IeprudepuyecKoil HEPBHOW CUCTEMBI 00YCIIOBJIEHA XapaKTepOM OTJIOKEHUS aMUJIOUA, a AT
HACJIEACTBEHHOIO aMUJION103a TAKKE U TUIIOM MYyTAllUU T'€Ha TPAaHCTUPETUHA.

ITokazana unpopmaruBHocTh DHMI™ u kosnmdectBeHHOro cencopHoro tectupoBanusi KCT B
00BEKTUBM3ALINN TOPAKEHUS TOJICTHIX U TOHKMX HEPBHBIX BOJOKOH Y MALIMEHTOB C NEpBUUYHBIM AL- 1
HACJIEACTBEHHBIM TPAHCTUPETUHOBBIM aMUJIOUI030M.

Ycranosneno, yto JIKMP sBnsiercs nHGOpMAaTUBHBIM HEMHBA3MBHBIM METOJaM OIICHKH
COCTOSIHMSL HEPBOB POTOBUIIBl Y IMALIMEHTOB C HACIEACTBEHHBIM TPAaHCTUPETUHOBBIM AMWJIOUIO30M,

KOppEIMPYIOIUM C COCTOAHNEM TOHKUX BOJIOKOH HEPBOB KOHEYHOCTEH.
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Mertoauka wucciaenoBaHUA OHONTATa KOXHM HMH(QOpPMATUBHA JJIsI  OLIEHKA COCTOSTHHS
HMHTpPAdIUJAEpMalbHbIX HEPBHBIX BOJIOKOH, HECMOTpPSI HAa 3HAYUTEIIbHYIO BapHaOEIbHOCTh JAHHOTO
MoKaszaTelnsi, B TO JK€ BpeMs YKa3aHHBIH METOJ WHBAa3MBEH M MaJIOMH()OPMATHUBEH B OTHOIICHUU
OOHapYKEHHS OTIOKEHUH aMUION .

Hcnonb3oBaHHble HEHPO(QU3NOJIOTUYECKUE METO/Ibl YYyBCTBUTENIbHBI, HO HO30JI0IMYECKU
Hecrienupuuabl. HeoOxoqumo reHetmdeckoe oOCieoBaHUE TPU IMOJO3PCHUM Ha HACIEACTBEHHBIN

TpaHCTHpeTHHOBBIﬁ AMUJION 03, a TaAKXKE BBIABJICHHUC aMHUJIOK1a B TKaHAIX.
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CIIUCOK COKPAIIIEHWH U YCJIOBHBIX OBO3HAYEHUN

A - ammuMTyia

BJIH — Gone3np nBUraTensHOTO HEHPOHA

KKT — x)eny104HO-KUILIEYHBIM TPAKT

KCT — xonuuecTBEHHOE CEHCOPHOE TECTUPOBAHUE

KTC — kapnajibHbIIl TYHHEJIBHBIN CUHIIPOM

JIKMP — na3epHast KOH(pOKaIbHasi MUKPOCKOIHUS POTOBULIBI

HBP — HepBHBIE BOJIOKHA POTOBUIIBI

OI' — opTocTaTHyecKasi TMIOTEH3US

I[THC — nepudepuueckas HepBHasi cUCTEMa

PJI - pe3uayanpHas nateHUIUs

CPB - ckopocTh pactipocTpaHeHHUs BO30YKICHUS

CPBk - ckopocTh pacipocTpaHeHUs BO30YK/IEHUSI B aHATOMUYECKU Y3KOM KaHalie
XBJII — xpoHnueckast BOCHAIIMTENbHAS JEMUEITUHUZUPYIOIIAs TTOJIMHEBPOIIATUS
OHMI — snekrponeripoMuorpadus

AL - tunm amunonno3a, OEJIKOM-NIPEAUIECTBEHHUKOM KOTOPOTO  SIBJSIETCSl  JIETKHWE — LIEeTH
MMMYHOTJIOOYTMHOB

DN4 (Douleur Neuropathigue 4 questions) - tuarHoCTHYeCKHi OIMTPOCHUK HEHPOIMATUYECKOH 00IH
Ksym - koahpunueHT CMuMMETpUYHOCTH

KAL - ko3 durment anuzotponuu

M-0TBET - MOTOPHBI OTBET

NIS (Neuropathy Impairment Score) - mkaia HEBpOIaTHYECKUX HAP YIICHHMA
S-0TBET — CEHCOPHBII OTBET

TTR — TpaHCTUPETUHOBBIN aMUIIOU]I03
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