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BOAE3Hb ABUTATEABHOIO HEMPOHA:
KAMHUAYECKOE TEYMEHUE, ANDDEPEHLIMAABHAS
ANATHOCTUKA U NATOTEHETUHMECKUE ACHEKTbI

AEKAPCTBEHHOW TEPAMUU

Bone3Hb nBUTATETLHOTO HEMPOHA OXBATHIBACT ITUPOKMIA
CITEKTp JIeTeHEPATUBHBIX HEHPOMBIIIEYHBIX 3a00JIeBaHUIA,
KOTOpPBIE COMPOBOXKIAIOTCST TUOEIbIO TIepUhepUIecKUX 1
LIEHTPAJTbHBIX MOTOHEMPOHOB, HEYKIIOHHBIM IPOTPECCH-
pOBaHMEM U JIETaJIbHBIM McXoaoM. OcoOyio 3HAYMMOCTD B
KJIMHUYECKOW HEBPOJIOTUHM JaHHas Ipobyiema npruoodpenia B
MOCJeTHNUE IECSTD JIET, YTO CBSI3aHO C yBeJIMUeHUEM 3a00J1e-
BaEMOCTHU U «OMOJIOKeHUEM» GOTbHBIX. COITacHO TaHHBIM
F. Norns (1993), B 80 % cityuaeB 60Jie3Hb ABUTATETLHOTO
HeiipoHa rpencraBieHa 00KOBBIM aMUOTPO(MUUECKUM CKJIIe-
po3oMm (BAC), B 10 % — mporpeccupyomyM OyIb0apHbIM
mapamuaom (ITBIT), B 8 % — mporpeccupyroleil MbIIIeYHOM
atpocueii (ITMA) u B 2 % — nepBUYIHBIM OOKOBBIM CKJIEPO-
30M (ITBC). [Tpu a3TOM CpeaHsIst TPOIOKUTETBHOCTD XKU3HI
MalMeHTOoB MocJjie Havasa 3aboneBaHust mpu BAC cocraBisieT
3,3 rona, ipu T1BI1 — 2,2 rona. [IMA u [1BC — 6onee no-
OpokauecTBeHHBIE (hopMEI, TeKyiue 10 10 et u 6oiee. Bee
3TO OOYCJIOBIMBAET HEOOXOAMMOCTb OCYIIECTBIEHUS OoJiee
paHHel TMarHOCTUKK OOJIE3HU JIBUraTeIbHOTO HEelpoHa, a
TaKKe pa3paboTKU JieueOHBIX MEPOTIPUSITHIA, HATTPaBJICHHBIX
He TOJIBKO Ha YITyJIlIeHUe KITMHUYECKOTO TeUeHNsT 3a001eBa-
HMSI, HO U Ha MPOJUTEHNE KU3HM TIAIllMeHTOB, CTPaJaloNInX
JTAHHOM TaTOJIOTUEH.

19—21 wrons 2014 roma B YKropoe coOCTOSIIACHh HAYY-
HO-NpakTHIecKkasi koHgepenuus «Kapnarckue yrenusi», B
PaMKax KOTOPOii ObLIH pacCMOTPEHbI AKTYAJIbHbIE BOIPOCHI
KJIMHUYECKOro TeyeHus, G depeHuaabHoil THaTHOCTHKA
U NATOreHeTHYECKUX ACNEKTOB JIeKAPCTBEHHON Tepanuu
00J1€3HH ABUTATEJILHOTO HEPOHA.

C noxianoM «bojie3H MOTOHEPOHOB» BBICTYITHIIA JOK-
TOp MEAULIMHCKUX HayK, IIpodeccop Kadeapbl HEBPOJIOTUU
Neo 1 HaumoHanbHOM MEIUIIMHCKON aKaAeMWU MOCIICIN -
ioMHoro oopazoBanust umenu I1.JI. Illynmuka TaTbsina
Hukonaesna Cio6oaun.

Bosie3aHn MOTOHEPOHOB OOBEAUHSIIOT TPYIIIY 3a-
6oJieBaHUI ¢ pa3HBIMU KIMHUYECKUMU MPOSIBICHUSAMU W
MPOTrHO3aMU, B OCHOBE KOTOPBIX JIEXKUT MOpaXKeHUE ABUTa-
TeJIbHBIX HEMPOHOB 'OJIOBHOTO U CITMHHOIO Mo3ra. K camoit
pAacCIIpOCTpaHEHHO (opMe TaHHOM MATOJIOIMU OTHOCUTCS
GOKOBOII aMUOTPODUUECKUIA CKIIEPO3 — XPOHUUECKOE
mporpeccupymoliiee 3a001eBaHue, MPU KOTOPOM BEIYLIUMU

KIMHUYECKUMU CUHAPOMAaMU SIBJISTIOTCSI CITACTUKO-aTpOhu -
YecKue Mmape3bl KOHEYHOCTel 1 Oy Ib0apHbIe pacCTPOMCTBRA,
00YCJTOBJIEHHBIE COYETAHHBIM TTOPaKEHUEM IIEHTPATEHOTO
u nepudepudeckoro HeiipoHa. BAC penko nebooTupyet
Oy Ib0apHBIMY HAPYIIIEHUSIMU, OIHAKO €T0 ITPOTHO3 OCTAETCS
HeOJIarOTIPUSTHBIM, ITOCKOJIBKY ITOCIIE TIPOSIBIICHUS TIEPBBIX
TIPU3HAKOB JIbIXaTeTbHBIX HAPYIIEHU TTPOIOJIKUTETBHOCTh
JKU3HU TTAITMEHTOB B CPEIHEM COCTaBJISIET 3—5 JIeT, a Tpu OT-
CYTCTBUH aIeKBaTHOTO JiedueHusT — 10 | roma. B cBs3u ¢ TeM,
YTO B HACTOSIIIIEE BpeMs ITepedeHb 3 MEKTUBHBIX JIeUYeOHBIX
MeponpusaTuii mpu BAC, a Takoke BO3MOXHOCTD CYIIIECTBEHHO
BJIMSITh HA MICXOJT TAHHOTO 3a00J1eBaHMsI BEChMa OTPaHNYEHBI,
OCYILECTBJISIETCSI TTOMCK HOBBIX BOBMOXKHOCTEM, CTIOCOOHBIX
OKa3bIBaTh MOJIOKUTETBHOE BIIUSHKME Ha TTaTOreHe3 3a001e-
BaHUS ¥ 3HAYMMO YIydIIaTh KITMHUYIECKOE TeUeHHe.
Kaunuveckuii cayuaii. B HeBposornueckoe oTaesieHue
HMATIIO uwm. IT.JI. Hlynuka mocTynui namueHT 56 Jiet ¢
INAarHO30M «0OKOBO¥ aMHOTpoduIecKmii ckiaepo3». Ha
MOMEHT OCMOTpa oT™Meuasaach atpodusi, GUOPULIIpHBIC
TTO/IEPTUBAHMS B MBIIIIIIAX TUIEYEBOTO OSICA, TOBBIIICHHBIE
CYXOXUJIbHBIE pedIEKCHI C pyK 1 HOT € paciiipeHneM ped-
JIEKCOTEHHOM 30HBI, HATMIME MTAaTOJIOTUIECKUX PehIeKCOB,
€1a00CThb 1 BBICOKU I TOHYC MBIIIII HUSKHUX KOHEUHOCTEH.
TTammueHTy GBLTIO TIPOBENEHO dJIeKTpoMUOrpaduyeckoe
ncciaenoBanue. [1pu TpaHCKpaHWATbHOW MATHUTHOM CTH -
MYJISIIIUY OTMEYaJIOCh 3HAUMTEbHOE YBETNISHUE JTAaTeHT-
HOCTell KOPKOBBIX MOTOPHBIX BBI3BAHHBIX MTOTEHIIMAIOB.
[lo manHBIM UrompyaToil aaekTpoMuorpacduu (9YMI') Bo
Bcex 00CJIeIOBAaHHBIX MBIIIIAX HAOII0Aa0Ch COUETaHHE
OCTPBIX U XPOHUYECKUX IeHEPBAllOHHBIX U3BMEHEHU I pa3-
HOI CTETNTeHU BIPakeHHOCTH, OOJIbIIIE B MBIIIIIAX BEPXHUX
KOHEUHOCTe!, IMOTeHIraIbl GUOPpMUISILINN. BhIaBIeHb
3JIeKTpOMUOTrpaduIecKre Mpu3HaKu reHepaln30BaHHOTO
BOBJICUEHU ST MOTOHEWPOHOB CITMHHOTO MO3Ta, TIPeNMYIIe-
CTBEHHO IIETHOTO YTOJIIEHUS. YIUTBIBAsI KIMHUYECKYIO
KapTUHY ¥ TaHHbIE 00CIeIOBaHMSI, ITAIIMEHTY ObLITO Ha3Ha-
4yeHo JieueHue: 0moBeH MoHO 100,0 M1 BHYTpUBEHHO Ka-
neabHo Ne 5, Inanunox® 600 Mr BHYTPUBEHHO KaIleJIbHO,
Butakcon® 2,0 M1 BHyTpUMBITIeuHO. [Toclie mpoBeIeHHOTO
JIeYeHUsI ObIJIO OTMEUYEHO YydIlleHUe KIIMHUYECKON CUM-
MITOMAaTUKU B BUJIC YMEHBIIICHUS CTACTUIHOCTU BEPXHUX U
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HUXKHUX KOHEYHOCTE, a TaK>Ke YIydIlIeHUsI IBUTaTeIbHOM
aKTUBHOCTHU.

CrieiyeT OTMETUTh, YTO B OOJIBIIMHCTBE CJTy4aeB OOKOBOI
aMUOTPO(UIECKUI CKIIEPO3 TMArHOCTUPYIOT CIIUIITKOM TT03/1-
HO, Korna roru6aet 10 80 % MOTOHEPOHOB, TTI03TOMY OIMH
U3 BaXXKHBIX aCIeKTOB JIOCTMKEHUST KIMHUYECKOTO ycrexa
Tepanuu — 0oJiee paHHee BbISIBICHUE JaHHOMW MaTOJIOTUN.
151 9TO 1IeU CYIIECTBYIOT TMAarHOCTUYECKUE KPUTEPUU
00KOBOTr0 aMMOTPO(UIECKOTO CKIIepo3a:

— 3TO HelipoJiereHepaTUBHOE 3a00JIeBaHNE;

— YacToTa CHopajauvyecKux cliydyaeB COCTaBISIET
1—2: 100 000 HaceneHwust;

— BO3pacT Hauasa 3a00JieBaHUST — OKOJI0 55—75 JieT, npu
ayTOCOMHO-JIOMMHAHTHBIX CJTy4asiX, KOTOpPbIe COCTABJISIIOT
5—10 % ot ob1ero ymncia 3a6ojeBaHUil, 00T BO3MOXEH
Ha 10 et paHbliie;

— 0OOKOBOIT aMHMOTpO(UUECKUil CKIepo3 — 3TO 0e3-
OoJie3HEHHasl ObICTPO Tporpeccupytomiasi GoxkaabHas
acCUMMETpUYHAsl MbIIIeYHasi cJ1ab0CTh B KOHEUHOCTSIX WIN
Oy/IbOAPHBIX MBIIIIIAX, CBSI3aHHAS C TTIOPaKEHUEeM HUXHETO
U BEpPXHETO MOTOHEHPOHOB (KaK MUHUMYM B TPEX 00JIACTSIX).
C nporpeccupoBaHMeM 3a00JIeBaHUS IPUCOETUHSIETCS Clla-
0O0CTb B MBIIIIIAX 11I€U, TYJIOBUILIA, HAPYIIEHUE JbIXaHUSI;

— XapakTepHbl PACIUKYISIIINNA U TUTTUYHBIE U3MEHEHUSI
9JIEKTpOMUOTpahuu;

— OTCYTCTBYIOT UYBCTBUTE/IbHbIE, COUHKTEPHBIE, BE-
reTaTUBHbIE, KOTHUTUBHBIE (QJIBITEHMEPOBCKOTO TUIIA)
paccTporicTBa, CUMIITOMBI TTOPAKEHUS 3pEHUS 1 0a3aTbHbIX
TaHTJIUEB.

Cyl11ecTBYIOT HECKOJIbKO TEOpUii maToreHe3a 060Ko-
BOoro amuorpoduueckoro ckieposa. CorjacHO mepBoit
TEOpUU TUOETb MOTOPHBIX HEMPOHOB B KOpPE, CTBOJIE U
CIIMHHOM MO3T€ SIBJISIETCS PEe3yJIbTaTOM MYTallUu B TeHE
SOD1 (Menb/uuMHK-coiepxKaiias CyrnepoKCuainucmy-
Ta3a CBSI3BIBACT CylepoKcuaaHnoHsl). Myrtanus SOD1
BoIsIBIIsSIeTCST Y 15—20 % manueHToB ¢ HACIeICTBEHHOM
dopmoit BAC. Takxke cuuTaeTcs, 4YTO B OCHOBE ITaTOre-
He3a CIopaguvecKoil M HaCIeJACTBEHHOU (POPMBI JIEXKUT
OKCHUJIATUBHOE TIOBpeXJIeHue HelipoHoB. [lyramaTHas
9KCAUTOTOKCUYHOCTh MTPUBOJIUT K U30BITOUHOMY IMPUTOKY
KaJIbIMS B KJIETKY U 3aMyCKY 9H3UMATUUECKUX peaKInit,
MPOAYUUPYIOIIUX PEAKTUBHBIE MOJIEKYJIbI KMCJIOpPO/a,
3aMycKamlne KIeTOUHYIO r'n0eb.

TunuunHblie NPOsIBIIEHNS] OOKOBOTO aMUOTPODUUECKOTO
CKJIepo3a MOTYT ObITh XapaKTepHbI W JJIs1 psiia APYrux 3a-
OoJsieBaHMIA, C KOTOPBIMU HEOOXOOMMO IIPOBOIUTH I de-
PEHIMAIbHYIO TUArHOCTUKY:

— MOTOpHBIe Heliponatuu (0one3nb KeHnnemu, crm-
HaJIbHAs MblllIeyHasi aTpodusi, MOCTIOJIUOMUETUTUYECKUI
CUHIPOM);

— muenonatuu (onyxonau foramen magnum, LepBU-
KajbHasl CIIOHAMUJIOTEHHAs! MUEJIONaTUs, CAPUHTOMUENUS,
pacCcesiHHBII CKIIepO03);

— HeiiponaTuu (MyIbTA(OKaTbHAsI MOTOPHAS C OJIOKOM
MPOBOJAMMOCTU, XPOHUYECKAsT JeMUETMHU3UPYIOIIas Mo-
JIMHEUPOIIaTHsl);

— MuoIaTuu (BocnajuTesibHas MUOIATUS, U30JIUPO-
BaHHas CJ1a00CTh SKCTEH30POB IIIe, OKYyI0(haprHIeaIbHAs
IUCTpodus);

— 9HJOKPUHOINATUU (TUTIEpIIapaTUPEOUAU3M, TUIIEP-
TUPEOUIN3M).

CornacHo gauasiM R. Hughes, M. Brainin (2006), uro-
Obl MCKJIIOYMTH BCE BbILIENEPEUUCICHHbIE 3a001eBaHus,
HE0oO0X0IMMO IpOoBeIeHNe TabopaTOPHOUM AMArHOCTUKMU,
BKJIIOYAIOIIEW pa3BEPHYThIN aHAIM3 KPOBHU C ITOJCYETOM KO-
JmyecTBa TpoMbonuToB, onpeaeneHue CPIT, AJIT, ACT, JIJT,
ropMOHOB 1uToBUAHOM xene3pl — TTL, T,, T,, Butamuna B,
u (onaToB, KpeaTMHKUHA3bI, 3JI€KTPOJIUTOB KPOBU (B TOM
Yyycse KaJlblMsl U MarHusi), riokosbl. [1pu npeobiaaganumn
CHMIITOMOB TOpaxkeHUs Tepudepruueckoro MOTOHeipoHa
HeoO0XoanMO oIpeneeHre ypoBHsI aHTH-GM1-aHTHTEI,
TOBBILIIEHNE KOTOPOTO XapaKTepHO JUTS MYJIBTU(OKATBHOM
MOTOpHOI Heiiponatuu. B omimmame ot Hee npu BAC anTu-
GM|-anTuTena 11bO OTCYTCTBYIOT, JIMOO HAOJIOMAETCS UX
He3HauuTeIbHOE ToBbIIeHWe. B mponiecce nuddepenim-
poBaHusI Oys1b0apHOi (PopMbI GOKOBOTO aMUOTPODUUECKOTO
CKJIEpO3a U MMAaCTeHU M OOJTbIIIOE 3HAUEHE UMEET BBISIBJICHUE
AQHTUTEN K PeLenTopy alleTWIXOoAuHA. Takke HeoOXoanuMo
MpoBeeHUe reHeTnueckoro aHaimsa Ha SOD1, moarsepxa-
JOLLIETO MYTALIMIO TeHA, KOAUPYIOLIETO CYIEPOKCUITUCMYTA3Y,
4yTO XapakTepHo st popmbl BAC-1.

Oco06eHHO BaXXHBIMU METOJaMU O00CIeA0BAHUS IJIsI
TMOATBEPXKICHUS WK UCKITIOUEHUSI OOKOBOTO aMUOTPODU-
YeCKOro cKJiepo3a SIBJISIIOTCS OMOTICUSI MBI U HEPBOB,
a7eKTpoMuorpadusi U MAarHUTHO-PE30HAHCHAs TOMorpadust
(MPT). OnekrpoMuorpadusi — 370 HEOTbEMJIEMbIit METO/1 B
npouecce nuddepenmponanusg BAC ¢ psmom HelipoaereHe-
paTUBHBIX 3200JIEBaHUI1, OCOOEHHO MTPU MPEUMYIIIECTBEHHOM
MOpaxXeHU! Ieprudeprudeckoro MoToHelipona. Tak, OMI
MO3BOJISIET BBISIBUTH OJIOK TTPOBOAMMOCTH, TUTTMYHBIN JIJIsT
MYJIET(OKAIBHOM MOTOPHOI HEMpOIaTHH, 00BITHO XOPOIIIO
ToaaroIeiics Teparny UMMyHortooymmHoM. [1pu 6o1e3Hn
KeHHenu MokeT 0TMeuaThCsi CHUDKEHHE aMTUTUTYIbl CEHCOP-
HOTO TIOTeHIMaa aeicTBus. [IpoBeneHre MarHUTHO-PE30-
HaHCHOI ToMorpaduu 1mo3BossieT muddepeHInpoBaTh 00-
KOBOI aMUOTpOodUIeCcKNii CKJIEPO3 M 0YaroBble MOPAXKEHUS
CIIMHHOTO MO3Ta, B TOM uuciie KomrpeccuoHHble. s BAC
XapaKTepHO OTCYTCTBHE YETKOTO YPOBHSI nopaxkeHusi. Kpome
toro, MPT cnimHHOTO MO3ra Mo3BOJISIET BU3YaTM3UPOBATh U3-
MEHEHUsI, XapaKTEePHBIE [IJIs1 PYTUX HEMpoaereHepaTUBHBIX
3a00J1eBaHMii, HanbOoee yacTo nuddepeHpyeMbix ¢ BAC.

Taxke muddepeHINaIbHyI0 TMaTHOCTUKY OOKOBOTO
aMUOTPO(PUIECKOTO CKJIepO3a MPOBOMIST C HACTEICTBEHHbI-
MU 3a00JIeBaHMSIMI MOTOHeiipoHa 1 HeiiponaTusamu: CMT
(Lapko — Mapu — Tyra), HMN (mucTanbHast HaclIeACTBEeH-
Hast MOTopHasI Heliponatust), PMA (mmporpeccupyiolas Crim-
HaybHas (OyIp0apHast) MblieyHast arpogust), PLS (curnopom
IepBUYHOTO JIaTepaibHOro cKiiepo3a), HSP (HacnencrBenHas
criacTrieckasi rnaparuierus).

Ha cerognsiiiHuii 1eHb CyILIECTBYET Ceaytolas Kiac-
cudukaius 0ojie3Helt MOTOHEMPOHOB, TIPEACTaBIeHHAs
A.J. Lerner B 2006 rony:
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1. CoueTaHHOE BOBJICUCHUE BEPXHETO U HUXKHETO MOTO-
HEUPOHOB:

— BAC (crmopannueckuii, CeMEMHBII B3POCIIbIX, CeMeli-
HBI IOBEHUJIbHBIN ).

2. WckmounTeibHOE BOBJIEUEHNE HUXHErO0 MOTOHEH-
poHa:

— OCTpasi MPOKCHMMaJIbHasi HACJIEACTBEHHAs] MOTOpHasi
Heliponatus (Bepaaura — [odmana);

— XpOHMYecKasi MPOKCUMasbHasl HACJIEICTBEHHAs! MO-
TopHas Heliponatust y B3pocibix (Kyrensoepra — Benannep);

— HAacJeACTBEHHbBIN OynbOapHbIN mapanuy (X-cuem-
JIEHHBI, OyIp00CcIMHaNIbHAs HeliponaTus KenHenn);

— ¢ riyxotoii (Pauno — JloHze);

— MyJbTUdoKaTbHass MOTOPHast HepomnaTusi;

— MOCTHOJMOMUETUTUYECKUIA CUHIPOM;

— MOCTPAAUALIMOHHBI CUHIPOM;

— ¢hokayibHasl CIMHAaIbHas MbIILIeYHast aTpodusl.

3. UckimouuTenbHOe BOBJICUEHUE BEPXHETrO JIBUTaTesb-
HOrO HelipoHa:

— TIEPBUYHBbIN JIaTepAJIbHBIN CKIIEPO3;

— HaCJIe/ICTBEHHAs CacTUYecKas napariers.

JI1s1 KIMHUYECKOTO MPOSIBIeHUSI IEPBUYHOTIO JaTepalib-
HOTO CKJIep03a XapaKTepHO BOBHUKHOBEHHE CMACTUYECKUX
nape3oB, OObIYHO HAUMHAIOIIUXCS C HUPKHUX KOHEYHOCTE.
Kaxk npaBuio, ceMeliHblii aHaMHe3 OTCYTCTBYeT — CIlOpa-
IUYeCKU O0JICI0T MY>KUMHBI M XEHIIMHBI cTapiie 50 JeT.
3aboieBaHMe ITOCTENIEHHO IPOrpecCupyeT U 3aKaHYMBAETCs
JIETAJIbHBIM UCXOJIOM B TeUeHUeE 3 JIET BCICACTBUE TSKEIOTO
CcnMHOOY/Ib0apHOro Mape3sa. I1py 3ToM OTCYTCTBYIOT JlJabopa-
TOPHbIE U HEMPOBU3YyAIU3aLMOHHbIE U3MEHEeHUs. [luarHo-
CTUYECKYIO LIEHHOCTb MPECTABIISIET JIEKTPOMUOrpadus, BO
BpPEMs KOTOPOM ITpY TPAHCKPAHUAJIbHOM MAarHUTHOM CTUMY-
JISILIM OTTPEAETISATCS 3HAUUTESIbHOE YBETMYEHUE TATEHTHOCTH
KOPKOBBIX MOTOPHBIX BbI3BAHHbBIX MOTEHLIMAJIOB.

CrniHaJIbHO-MBILLIeYHAast aTpodusi — 3To 3abosieBaHuUE,
XapaKTepU3ylolleecsl ayTOCOMHO-PELIECCUBHBIM TUIIOM Ha-
cllefoBaHMS B CBSI3U C MyTallMeil B TeHe MOTOHelpoHa 5q
11.12-13.3 xpoMocomsl, Bctpeuyaetes y 1 u3 10 000 HoBopoxK-
neHHbIX. KilmHnueckre nposiBieH st BO3HUKAIOT B pe3yJisTare
rubesIn KJIETOK MepeIHMX pOroB CIIMHHOTO Mo3ra. 3abosieBa-
HHUE COMPOBOXAAETCSI MBIIIEUHOI C1a00CThIO U aTpoduei,
B OoJIbLLIE CTENEHU MBILILL TYJIOBUILA U MTPOKCUMAIbHBIX
MBI KOHEYHOCTEH, C MTPEeUMYILIECTBEHHBIM MTOPAXXEHU -
€M HUXXHMX KOHeYHocTeil. Bo3HuUKaoT dhacuukyasiuu B
MBIIIIIIAX, pa3BUBAIOTCS KOHTPaKTyphl. [1pu 1adbopaTtopHoM
HUCCJIEAOBAHUM BBISIBJISIIOTCSI BBICOKME TUTPHI KPEATUHUH-
dochoKrHa3HI.

ITocToIMOMUENUTUYECKUIA CUHIPOM pPa3BUBAETCS
rocJie IEPeHECEHHOro MOJUOMMENIUTA C YACTUYHBIM WX
MOYTH TOJIHBIM BoccTaHoBieHUeM. [locrne nepuona dpyHK-
LIMOHAJIBHOM CTAaOWUJIbHOCTU HA MIPOTSKEHUM OKOJIo 15 jiet
y NAllMEHTOB pa3BUBAETCS MbIllIeYHas ci1abocThb, 60Jb B
MBILILIAX, YTOMJISIEMOCTb. B HEBpOJIOrMYecKoM cTartyce OT-
MEYalOTCs NMPU3HAKHU MMOPAXKEHUST HUXKHUX MOTOHEMPOHOB,
CHUXXEHUE JINOO OTCYTCTBUE CYXOXUIBbHBIX PehIeKCOB, TPU
3TOM YYBCTBUTEJIbHbIE PACCTPOMCTBA HE HAOIIONAIOTCS.

MynbsrudokaibHasi MOTOpHAs HeliporaTust — 3T0 MPUo0-
peTeHHast ayTOUMMYHHasi AEMUETMHU3UPYIOLLAst HEHpOTaTUst
C BOBJICUEHMEM B [TPOLIECC HUKHETO MOTOHEepoHa. JlaHHO
MaToJIorMeii B 2 pa3a yallle CTpaJalT My>KYMHBI B BO3pacTe
20—70 net (1 : 100 000). XapakTepHa MeaJIEHHOPOIPECCH-
pyioniasi aCMUMMeTpUYHas CJTab0OCTh KUCTEN U CTOI, IPeod-
JIajiaroliasi Hajl MbILIEYHBIMU aTpoDUSIMU, HaTnuue hacim-
KyJIsiuuii 1 KpaMnu. OTMeuaeTcsl CHUKEHHME CYXOXKMIbHBIX
U mepuocTaibHbIX pediiekcoB. [Ipu MynbTudOKaIbHOMK
MOTOPHOM HEHPOMaTUM OTCYTCTBYET MOPaXEHUE BEPXHETO
MOTOHEWpPOHA M, COOTBETCTBEHHO, MPU3HAKU MOPAKEHUS
MUpPaMUIHBIX TIyTei, HET OYyJIbOAPHBIX U YyBCTBUTEIbHBIX
paccTtpoiicTB. Ha ajnekTpomMuorpamme BbISIBISIETCST OJIOK
MPOBEAEHUS, PU BBIMOJHEHNUU J1aOOPATOPHBIX HUCCIEN0-
BaHWi1 — BBICOKME TUTPBI aHTUTEN K GM1-ranrimno3umy.
3HAYUTEIPHOE KIMHUUECKOE YIIyUIIeHUE MPOUCXOINUT MpU
BHYTPHMBEHHOM BBEJIEHUY UMMYHOIJIOOY/IMHA.

Takeke ciieayeT MTOMHUTh, YTO TOMUMO MYJIBTU(OKATBHOM
MOTOPHOI HEHpOMaTUM CYIIECTBYIOT W JAPYTUe KIMHUYE-
CKMe€ CUHIPOMBI, COITPOBOXIAIOIIMECS TOBBILLIEHUEM TUTPA
[gM- antuten Kk GM 1 -ranmmosuny (E. Nobile-Orario, 2014).
DTO AUCTalIbHAsE MOTOPHAsl aKCOHaJIbHAsl HEHpomnaTust u
XpOHWYECKas BOCIIAJIUTEbHASI JEMUEIMHU3UPYIOIIAS T10-
snmHeipornarus. [ToBbimeHue tutpa IgG HabmonaeTcs pu
cunapome [iteHa — Bappe. MynbsrudoKaabHOH MOTOPHO
HeMporaTreil U XpOHUYECKOM BOCITAIUTEIbHOM IEMUETTUHA-
3UpPYIOLIEN HelpoliaTreii B 2 pa3a Jallle CTpagaioT MallieHThI,
MMeEOIIMe B aHaAMHe3¢e caXapHblIii 1ualeT.

JucTanbHOU MOTOPHOW aKCOHAJbHOU HellponaTtuei
60JIeIOT MY>KYMHBI 1 XKEHIITUHBI B Bo3pacTte oT 16 10 62 JeT.
3abojieBaHUe HAUMHAETCS TIPEUMYIIIECTBEHHO CO CIab0CTU
MUCTATBHBIX OTAEOB PYK, TIPU 3TOM XapaKTepHa acCUMMe-
TpUSI IOpaXKeHUsI, MOTYT ObITh acuKy sy, byisoapHast
MYCKYJIaTypa He BOBJIEKAETCS B ITPOLIECC, TAKXKE OTCYTCTBYIOT
YYBCTBUTEJIbHBIE HApYIIeHUS. CyXOXMIbHBIE peIeKChI, KaK
MPaBWJIO, HE U3MEHEHBI, NHOTIA MOTYT OBITh MOBBIIIEHBI
b0 CHMXEHBI. 3a001eBaHUE TTPOTPECCUpPYET MEIICHHO.
Dnexrpomuorpadudeckoe UccieqoBaHue MO3BOJISIET BbI-
SIBUTh OCTPYIO WY XPOHUYECKYIO aKCOHATbHO-IEMUETNHU -
3UPYIOIIYI0 MOTOPHYIO HelipornaTuio. UMMyHoornueckoe
obcienoBanue B 50 % ciydaeB COIPOBOXIAAETCS IMOBBIIIIE-
Huem tutpa IgM-antuten kK GM 1 -ranrnmosumy.

[TockonbKy Ha CETOIHSIIITHUIA IGHb STUOTPOITHOE JIEYEHHE
00JIE3HU MOTOHEPOHOB OTCYTCTBYET, OOJIbIIINE HAEXK/IbI B
JIOCTVKEHUM KITMHUYECKOTO YTYYIIEHUS y TTAllMEHTOB CBSI-
3BIBAIOT C MATOT€HETUYECKON Tepanuen.

Aunba-nuroeBast KUCJIOTA SIBJISIETCSI MOIIIHBIM aHTUOK-
CHUJAHTOM, UTO OTMIPENEISIET BO3MOXKHOCTb €€ UCITOIb30BaHUST
JUTSI JISYEHUS M TTPOUITAKTUKY IIIMPOKOTO CIIEKTpa 3a00J1eBa-
Huii. BO3MOXHOCTB C TTOMOIIIBIO ajibtha-TUITOeBOI KUCTOThI
BJIVSTH Ha BOCHAJIEHUE, allONTO3, KPOBOTOK, IHIOTEIN-
IbHYI0 TUCHYHKIIUIO, AKTUBALIUIO HEUPOTPAHCMUTTEPOB,
MeTaboJIMUecKre TPOIECCHl MO3BOJSIET pacCMaTPUBATh €€
npenapaThl Kak MOTEHIIMATbHOE JIEKAPCTBEHHOE CPENICTBO B
Pa3IMYHBIX 00J1ACTSIX MEIUIIMHBI, B TOM YUCTIE Y TIPU JICUCHU
00JIE3HU MOTOHEIPOHOB.
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JlonosiHuTeIbHbIE KIMHUYECKUE BO3ZMOXHOCTH IS €€
HUCTIOJIb30BAHUS: KOMIIPECCUOHHO-UIIIEeMUYecKasi paauKy-
nonatus (Senoglu et al., 2009), ankorojpHast HeliponaTust
(Pirlich M. et al., 2002), BubparrornHasi 60;1e3Hb (ApTaMOHO-
Ba B.I' 1 coasr., 2011), Bupyc ummyHoaedunnta (Bour A. et
al., 1991), crapenue koxu (Perricione N., 2000), natonorus
cepreyHo-cocyauctoit cucremel (Cao X. et al., 1995), pac-
cesHHBI ckiepo3 (Marracci G.H. et al., 2002), HapyiieHne
obonsgHus (Hummel T. et al., 2002), npodunaktuka cum-
MNTOMOB JIeKapCTBeHHOI TOKCMYHOCTH (Al-Majed et al., 2002;
Peltier A.S. et al., 2010).

Anbda-nuroeBasi KUCJIOTa CIIOCOOHA CBS3bIBATh CBO-
OonHbIe paguKabl (TUIPOKCUIBHBIN, CYyNMEPOKCUAHBIN U
MepOKCUIbHBIN). Takke oHa oOecreynBaeT IMOBBIIICHUE
aKTUBHOCTY aHTMOKCUIAHTHBIX CUCTEM, BOCCTaHABJIMBas
BHYTPUKJIETOYHBIN ypoBeHb IiTyTaTioHa U NO-CHUHTa3bl, UTO
CIMOCOOCTBYET YJIyULIEHUIO HEHPOBACKYJISIPHBIX ITOKa3aTe-
JIe — 10303aBUCUMOI HOPMAJIM3ALMX CKOPOCTU HEPBHOM
MPOBOIMMOCTH 1 KPOBOTOKA B KAITUJUISIPAX HEPBHOM TKAHM.

OnHuM M3 mpenapaTtoB ajbda-JIUIN0eBON KUCIOTHI,
MpecTaBlIeHHbIX Ha (hapMalleBTUUECKOM PhIHKE B YKpauHe,
apasieTcst JIuannnoH®, mpon3BOAMMBINA YKPAMHCKOM (hap-
MaleBThueckoit pupmoit «®apmak». Ero npenmyiectso
3aKJII0YAeTCs B BBICOKOM 3(h(EeKTUBHOCTU M 0€30MaCHOCTH,
a TakxXe B IIMPOKOM CMeKTpe (opm BbIMyCcKa, KOTOPbIE
MO3BOJISIIOT TTOA0MPATh UHAMBUIYATbHbBIE CXEMBbI JIEUeHUS
MalMeHTaM B 3aBUCUMOCTH OT TeparneBTuueckux ueneit. Ha
CETOJHSIIHUM IeHb 3TO KarcyJIMpoBaHHast (popma ¢ T03UpOB-
koit 300 mr Ne 30, Ne 60 1 MHBEKIIMOHHBIE — PACTBOP LISt
nHOy3mit 3% ami. 10 Mt Ne 5, pactBop [utst uHQy3uit 3% amrl.
20 M Ne 5, a takeke HoBast popma — duanumon® Typ6o s
MaTOTeHETUYECKOTO JIeUYeHHUsI OJTMHEeNPONaTUil pa3TInyHOTO
renesa. Juannmnon® Typbo oTarmyaeT abCoMIOTHOE YA0OCTBO
UCTIOJIb30BaHUSI, OTCYTCTBME BOJIHOM HArPy3KH Y MAIITUEHTOB
C COMYTCTBYIOLLIEH CepACYHO-COCYAUCTON Y MOYEUHOI MaTo-
Jorueii, apheKTuBHOE CHATHE 00U, KKEHUSI, OHEMEHUS
MpU TIOJIMHEponaTuy pa3iMuHOro reHesa. B ero cocras
BXOAUT METIIOMUHOBAS COJIb, U B KaueCTBE cTabuIin3aTopa
HCITIOIb3YeTCS TOIMATUICHITIMKOIb (MAaKpOT o).

MHorourcaeHHbIMUA UCCAETOBAHUSMUA U MHOTOJIETHUM
KJIMHUYECKHM OITBITOM OblJIa YyCTaHOBJIEHA lieJiecoo0pas-
HOCTb Ha3Ha4YeHUs MpernaparoB aibgha-InunoeBoi KUCIOThI
IIUTENbHBIMU Kypcamu. Kak mpaBuio, B TeueHue 2—4 He-
JIeJIb Ha3HAYaeTCsl UHbeKIIMOHHAs (hopMa, € TTOCIeAYIOIIUM
Mepexo/IoM Ha MepopasibHBIN MTpUeM Ipernapara CpOKOM 10
6 MecCsILIeB.

B kauecTBe MeTOJa MaTOT€HETUYECKON U CUMIITOMA-
TUYECKOI Tepamuu Ipu 00JIe3HU MOTOHEHPOHOB BaKHOE
MECTO 3aHMMAeT Ha3HaYeHne BUTaMUHOB Ipymubl B (B, B
u B,,). Ix npuMeHeHne obecreynBaeT BO3MOXKHOCTb BO3-
JIeCTBOBATh HA KOMIUIEKC (hOPMUPYIOIIMXCS BET€TATUBHBIX,
CEHCOPHBIX U TPODUUECKUX HAPYILIEHUTA.

Buramun B, (TuamuH) — KodepMeHT KapOoKcuias
(dbepMeHTOB, 00ECIEUMBAIOIINX OKUCIUTENIbHOE (hocdo-
PWIMPOBaHKUE TMPOBUHOIPATHON U MOJOUYHOM KMCIOTBI) 1
TpaHCKeTOoIa3bl (KII0YeBOro (hepMeHTa HEOKUCIUTEIBHOTO

MeHTo30(ocdaTHOrO IMyTH) — XapaKTepU3yeTCsI IIMPOKUM
CIEKTPOM HeHpoTpomHbIX 3dekToB. B yacTHOCTH, BU-
TaMUH B, CHMXKaeT BBIPaXKEHHOCTh allMA03a, BEI3BAHHOTO
HaKOTUIeHWeM THPOBUHOTPATHON M MOJIOYHOM KHUCIIOT,
KOTOpbIe 0Ka3bIBAIOT pasapakaloliiee NeiicCTBIe Ha HEPBHBIE
OKOHYAHMUS 1 YyCUJIMBAIOT ITPOBeeHIE O0JIEBOTO UMITYJIbCa
M0 HeipoHaM; yrHeTaeT CUHTe3 alleTUJIXOJIUHICTEPA3hl;
MPUHKMMAET yJacThe B TPAHCIIOPTE MOHOB HATPUST; TIPEIOT-
BpalaeT oopazoBaHNMe U HaKOIUJIEHUE TIPOAYKTOB pacrana
IJIMKO3UJIMPOBAHHBIX OEJIKOB M CHUXXAaeT TOKCUYHOCTH
TJIIOKO3bI; YCKOPSIET pereHepalnio HeMpoHOB 3a CUET I10-
BbillieHUsI cuHTe3a AT®; yMeHbIlIaeT BbIPaK€HHOCTh OK-
CHUJATUBHOTO cTpecca Ojarojapsi yrHETEHUIO MPOIIECCOB
MEePEeKMUCHOTO OKUCIEHUS TUTTUIOB.

Butamun B, (IMpUIOKCUH) IPUHMMAET aKTUBHOE ydya-
CTHE B CUHTE3¢ TaKUX HeMpOMeIuaTopoB, Kak CEpOTOHUH,
HOpaIpeHaINH, raMMa-aMMHOMACIsTHas KUCIoTa, To(haMuH,
a TakKe sBisieTcs KopepMeHToM psiga (hepMeHTOB, IIPUHU-
MaIoIIMX y4acTUe B aMUHOKMCJIOTHOM oOMeHe. Butamun
B, crioco0CTBYeT CHMXKEHMIO JENPECCUBHBIX IPOSIBIEHMIA,
pa3npakuTeTbHOCTH, CYTOPOKHBIX PEaKIMi U TUJIET-
TU(GOPMHBIX TIPUCTYNOB; YMEHBIISHUIO ITOpora 00JIeBoit
YYBCTBUTEJILHOCTH; YYUIIIEHUIO PereHepaliii HeMpOHOB 3a
CYeT aKTMBAllMY CUHTE3a TPAHCTIOPTHBIX OETKOB B HEPBHBIX
BOJIOKHAX; UMEET BbIpaXKEHHOE aHTUOKCUIAHTHOE IeCTBUE.

Butamun B, (uaHOKoOaaMKH) TIPMHUMAET y4acTHe
B TIpolIeccax pereHepallid HEPBHOM TKaHUW, CUHTe3¢ Heli-
poTrpaHcMuTTepoB, dhochomumunoB u JHK, Heooxomnmbix
TSI 0OecTieyeHns MUEJTMHU3ALMKU aKCOHOB M TIOCTPOCHUST
KJIETOYHBIX MEMOpaH.

B nensx moBwimeHus: 3 HEKTUBHOCTU Tepanuu U BO
n36ekaHue TOJTUIparMa3uu paliMoHAIbHBIM CUUTAETCS TIPH -
MeHeHNe KOMOMHUPOBAHHBIX MHBEKITMOHHBIX MPENapaToB,
colepKalrx HeCKOJIbKO BUTAMUHOB I'pyIIibl B, mpuyem nx
JleyeOHasl 103a JOJKHA OBITh CYILIECTBEHHO BBIIIE (DU3MO-
JIOTMYECKOM cyTouHol notpedHocTu. K Takum mpemnapatam
OTHOCHTCSI MHBEKIIMOHHAs (popma rmperapara Burtakcon®
(«®apmak»), comepxarias B 2 Mul TuamuH 100 M1, TUpUIOK-
cuHa ruapoxiaopun 100 mr u nmaHokobanraMuH 1 Mr, mpen-
Ha3HauYeHHas ISl BHYTPUMBILIIEUHOTO BBeieHUsI. biaromapst
KOMILIEKCHOMY JEUCTBUIO BLICOKMX 1103 BUTAaMUHOB B, B
u B, peanusyeTcs MeXaHU3M PereHepaluy HEPBHOM TKaHHU,
VIIydIIaeTcsl MUETMHU3ALIMSI aKCOHOB, YTHETAIOTCS IIPOLIECCHI
TEPEKMCHOTO OKUCIICHHUSI JIUTTUIOB.

Taxum oOpa3zoM, Ha3HAYEHUE aTb(a-TUITOECBOI KHCIOTHI
(Auanumon® Typ60) M MHBEKIIMOHHOI (DOPMBI BATAMUHOB
rpymis! B (Butakcon®) rpu 6071€3H1 IBUTATETHHOTO HENPO-
Ha MaToreHeTMYeCK 000CHOBAHO M 00ECIIeUMBAET IIIMPOKIMIA
CIIEKTP TMOJOXHUTEJbHOTO BIMSIHUS Ha MeTa0OJMUECKHre
MpoIliecChl B KJIETKaX OpraHu3Ma, 00JamaeT BbhIpakeHHbIM
AHTUMOKCHUIAHTHBIM TTOTEHIIMAJIOM, a TaKKe YCUJIMBAeT pe-
reHepaTUBHBIE TTPOLIECCHl B HEPBHOM TKaHU. DTO, B CBOIO
ouepe/ib, TPUBOANT K YJIYIIIEHUIO KITMHUIECKOW CUMIITO-
MaTUKU U MCXoa 3a00JieBaHusI Y TIAIMEHTOB, CTPalaIOINX
JTAHHOW TaTOJIOTHEN.

IToarorosuna Tareana YUCTUK W
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