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N300peTeHne OTHOCUTCS K JICUCHHUIO aMAOTPO(UIECKOTO JtatepanbHoro ckieposa (AJIC), a Takxke geMue-
JMHU3NPYIOMNX HeWponaTuii 1 ontukoHeBpomuenanra (OHM).

Bonesnn motonetiponoB (BMH) mpencraBisioT coOoi Tpyny HEW3JICYUMBIX HEBPOJOTHYECKUX pac-
CTPOHCTB, BBI3BAaHHBIX CEIIEKTHBHOMN JereHepanueld MOTOHEHPOHOB. AMHOTPODHIECKUH TaTepalIbHbII CKIepOo3
(AJIC), nmm Gone3np Jly-I'epura snsiercs Hambomnee penpeseHTaTuBHOM BMH cpeaum B3pochbIX ¢ 9acTOTOH
BcTpeuaemoctr 2-3 Ha 100000/rox (Schmitt et al., 2014). OH XapakTepHu3yeTcsl MPOTPECCUPYIONICH MBIIIETHON
c1ab0CThIO U aTpodueii, oTepell BEpXHUX M HIDKHUX MOTOHEHPOHOB M CMEPTHIO B TeUeHHUE 3-5 JIET mocie mo-
CTaHOBKH JIHarHo3a.

VY GompimHCcTBa NanueHToB AJIC mMeeT cropaaudeckoe MPOUCXOXKACHUE ¢ HEeICHOW thuomnaTonorueii. C
AJIC accouuupoBaHbl HECKOJIBKO MYTAIlMi, B YaCTHOCTH, B T'eHaX, KOJUPYIOIINX CYINEPOKCHATUCMYTa3y 1
(CO-1), 43-x/Ila TAR-JITHK-cBs3biBaromuii 6enok (TDP-43), 6emok fused in sarcoma (FUS) u 6emok chromo-
some 9 open reading frame 72 (C9ORF72). IToaToMy Oblin pa3paboTaHBl HECKOJIBKO MOJIENEH Ha TPAaHCTEHHBIX
MBIILIAX C MOBBIIIEHHOM dKCpeccuel pa3IndHbIX MyTaHTHBIX Te€HOB, U3 HUX MoJienb COJl1 ¢ moBBILIEHHON JKC-
npeccueit MytupoBanHoit Gopmel rera COJI1 siBnsieTcst Hanboee n3yueHHor B otHomeHuu AJIC.

B HacTosmee BpeMsi OTCYTCTBYIOT TO-HACTOSIIEMY YIOBJIETBOpHUTENbHBIE criocoObl jeuenus AJIC. Hei-
HEIIHSS KIMHWYIEeCKas MpakTHKa s ManueHToB, cTpagatonmx AJIC, BkimodaeT B ce0sl coueTaHUe MPOAKTUB-
HOW, aJbIOHKTUBHOM M CHMITTOMAaTHYECKOH Tepanuu. J{o HacTosmero BpeMeHu He ObUTo HaimeHo 3P GeKTUBHBIX
TEparneBTHYECKHUX MPernapaToB, KOTOPBIE PaIuKaIbHO H3MEHUH Obl TeueHue O0omne3nu mpu AJIC, moMumMo prity-
3071, TIPENoIaraeMoro OJoKaTopa BEICBOOOXKICHHUS TIIyTaMara, KOPPEIHPYIOMEro ¢ HeOOIbIION MPOJIOHTAIH-
el meproa BEDKUBAHUS, B cpeqHeM Ha 2-3 mecsma (Mitsumoto et al., 2014, Lancet Neurol. Nov;13(11) :1127-
38).

Kak yka3zano B Bukwureauu, priry3071 MOXET OKa3bIBaTh OOJBIIHNA MOJOKHUTEIBHEIA 3((GEKT Ha BHIKUBA-
HHUE Y MAIEHTOB ¢ Oynp0apHEIM Ae0roToM. OH TakKe MpOJUIeBaCT BPEMs 10 HACTYIUICHUS MOMEHTa HEOOXOIH-
MOCTH HCKYCCTBEHHOW BEHTWIALUU JICTKHUX. [lallMeHTHI, MPUHUMAOIINE JTOT Mpemapar, JOJIKHBI MPOXOJHUTh
OCBHJICTEIHCTBOBAHKE HA MPEAMET MOBPEKACHHUS NIeucHH (Habmoaaromeecs y npumMepHo 10% manueHTos, npu-
HUMaOIMX mpemnapart). [Ipemapar yrBepkaeH YIIpaBleHHEM 10 CAHUTAPHOMY HaJ30py 32 Ka4eCTBOM ITHIIEBBIX
MPOAYKTOB M MEIUKAMEHTOB W PEKOMEHAOBaH HalMoHaNbHBIM MHCTUTYTOM 3I0POBBS M KIMHHYIECKOTO COBEP-
IIEHCTBOBaHUA. Priy3onm He cnocoGeH oOpaTHUTh IMOBPEXKICHHS, YK€ HAHECEHHBIE MOTOPHBIM HEHpOHaM.
Cwu.http://EN.wikipedia.org/wiki/Amyotrophic lateral sclerosis#Management).

Jpyrue nekapcTBa MOTYT HCIIONB30BATHCSA IS CHMIKEHUS YCTAJIOCTH, OOJETdeHHs MBIIIEYHBIX CYIOpOT,
obecriedeHnsT KOHTPOJSI CIIACTHYHOCTH W COKpAIleHHUs W30BITOYHOTO BBIICICHHS CIIOHBI M MOKpPOTHL. Kpome
TOT0, JICKAPCTBA MOTYT TIOMOYb MAIIMEHTaM CIIPABHUTHLCS C OONBIO, ETIPECCHEl, paCCTPOWCTBAMHE CHA, 3aTPYIHE-
HHUEM TJIOTaHUS U 3amopamMu. bakiodeH u mua3enaM 9acTo BBIMHCHIBAIOT [UIST KOHTPOJIS 328 CIIACTHYHOCTHIO, BBI-
3BanHOW AJIC, a TpurekcueHUAMI WIM aMUTPUIITHINH MOTYT OBITh MPEANUCAHBI, Koraa manueHTel ¢ AJIC
HAYMHAIOT C TPYJIOM TJIOTaTh COOCTBCHHYIO CIIOHY.

OmHako, KaK yKa3bIBAIOCH BHIIIE, HECMOTPS HA TO, YTO 3TH JICKAPCTBA MOJIC3HBI JIJIS JICUCHHUS HEKOTOPBIX
cumntomoB AJIC, OHU HE TTO3BOJISIOT OCTAHOBUTH HJIM O0OPAaTUTh TCUCHUE OOJIC3HML.

buotun (v Butamud H) npencrapisier co00l MUPOKO pacpoCTpaHEHHBIH BOAOPACTBOPUMBIN BUTAMHUH,
KOTOPBIi, €CTECTBEHHBIM 00pa30M BCTPEYaeTCs BO MHOTHX IHIIEBHIX NMPOAYKTAX, TAKUX KaK CYONPOIYKTHI, sTii-
I1a ¥ HEKOTOPBIE OBOIIK. Y MIIEKONHUTAIONINX OMOTHH BBICTYIIAeT B KauecTBe KO(aKTopa YeThIpex MeTabonnde-
CKHX KapOOKCHIa3 Ha HECKOJBKUX KITIOYEBBIX IIaraX HHEPTeTHYECKOTO MeTadoIM3Ma, BKIIOYas IMHPYyBaTKap-
Ookcunasy (TTrokoHeoreHe3), 3-MeTHIKpoTOHMI-KoA 1 nmpormmoHmi-KoA-kapOokcninassl (KaTaboanu3M HEKOTO-
pHIX aMUHOKHCIOT, CHaOxarommx [ukia KpebOca mpoMexyTouHsiMH MeTabomuTamu), W aneTuia-CoA-
KapOokcmia3y (CHHTE3 KUPHBIX KHUCIIOT).

Takum 00pa3oM, MEXaHU3MOM JCHUCTBHUS OMOTHHA MOXET SIBISATHCS MOBBIMICHUE 3(PPEKTHBHOCTH MPOU3-
BozcTBa SHepruu (ATD) B mo3re.

WO 2011/124571 omuceIBaeT MCIOIB30BAaHUE BRICOKHX 103 OuotnHa (Topsinka 100-600 Mr/meHs) B jede-
HUM HApYIICHUU 3PCHUs, B YACTHOCTH, CBS3aHHBIX ¢ atpodueil 3purenpHOro HepBa. ClieyeT OTMETHTh, YTO
HapyIIeHUs 3peHus, (JaKTUIECKH ONMCAHHBIC B JAHHOM NPIIOKCHHH, SBISIOTCS CHMIITOMAMH, CBSI3AHHBIMH C
KOHKPETHBIM THIIOM JeiikosHIedamonaTiy, T.€. MOBPEXKACHUA Oeloro BemlecTBa Mo3ra. B HacrosmeMm HOKY-
MEHTE HE COJICPKUTCS HU ONMHMCAHUS, HHU MPEIUIOKESHUS TOTO, YTO OMOTHH MOJKET HCIIONB30BaThCS B JICUCHUU
AJIC.

WO 2014/016003 omucsiBaeT UCIOIB30BaHUE BBICOKHX 103 OnoTuHa (Topsiaka 100-600 Mr/aens) B nede-
HUU paccessHHOrO ckiepo3a (PC), mHcynbTa 1 X-acconuupoBanHoi aapeHoneiikoauctpoduu (X-AJIJ]), B gact-
HOCTHU afpeHomuenoneponaruu (AMH).

WO 2014/177286 npenocTaBiseT [oKa3aTeabCTBa TOr0, YTO OMOTHH IoJie3eH B ieueHun AMH.

B KOHTEKCTE HACTOSAIIETO H300PETCHHUS MPEIaracTCsl UCIOIb30BaTh OMOTHH, B YACTHOCTU B BBICOKHX JO-
3ax, Ui yIyYIICHUs] COCTOSIHUS TTAUEHTOB, cTpagaromux AJIC.

Tot ¢axT, 4To OHOTHH MOKET OBITH moJie3eH mpu JiedeHnd AJIC 1 MOXKET B KOHCYHOM HTOTE JTUMHTHPO-
BaTh Pa3BUTHE 3TOTO 3a00JICBAHUS U JIaXKe OOPaTUTh HEKOTOPHIC CHMIITOMBI, SIBIIICTCSI OCOOCHHO MHHOBAIIMOH-
HBIM U HEOXXHIAHHBIM, Ja)K€ C YIeTOM pe3yIbTaTOB, ITOJYYECHHBIX NPH JICYCHHH OMOTHHOM marueHToB ¢ PC.
HewictButenso, XoTss AJIC u PC SBISIOTCS HEBPOJOTHYECKUMHU 3a00JICBAaHUSIMHE, OO0JIaNalONUMU MHOTHMH

-1-



034394

CXOJIHBIMHU Y€PTaMU, UX MPUIHHBI, CHMIITOMBI H TIPOTHO3BI OYCHb OTIHYAIOTCS.

Ha caiite http://www.healthline.com/Health/Multiple-Sclerosis/MS-VS-ALS yka3zansl ciengyromue HEKo-
TOPBIC PA3ITHYUSI MEXIY IBYMs OONE3HIMU:

PC moxeT ObITh KIaccHPUIMPOBaH Kak ayTOMMMYHHOE 3a00JieBaHne. AyTOMMMYHHBIE 3a00JIeBaHUS 00-
HapY>KUBAIOTCS B T€X CIydasx, KOTJa UMMYHHAas CHCTEMa aTaKyeT HOpMAaJbHBIC M 37J0POBBIE YacTH Tella, Kak
ecyi ObI OHM OBUTH 4Y)KepPOIHBIMH U onacHBIMH. B cirydae PC opranusm npuHUMaeT MUACIHH, PEICTABISIONINN
c000i1 3aMUTHYIO 000JI0YKY, TTOKPHIBAIOIIYIO HEPBBI, 32 Uy>KEPOTHBIN areHT, U TBITACTCS] YHUUTOXKHUTD ero. AJIC
HE SBIISIETCA ayTOMMMYHHBIM 3a00JI€BaHHEM, U €TO IPUYNHA HEU3BECTHA.

PC cenexTiBHO HOBpEXJaeT MUEIMH B paMKax IpoIlecca JEMHEINHHU3ALNH, YTO HE IO3BOJISIET HEpBaM
¢ynkronupoBars kak pansire. AJIC, ¢ apyroii cropoHsl, CHadana atakyeT HepBbl. B ciyqae AJIC mpomecc
JICMHUCIMHA3AIUN HAYMHACTCS TI03)KE, TTOCIIC TOTO KaK HePBHI HAYaId OTMHUPATh. J[eMHUeTHHU3aus MOKET OBITh
oOHapy)keHa C MOMOIIBI0 MarHUTHO-pe30HaHCHOH Tomorpaduu (MPT). Bpaun MoryT ucronb30BaTh pe3yibTa-
Tl MPT, 4TOOBI OTJIMYATE 3TH 1B COCTOSHHS.

IMo manHbIM HarmoHaNEHOTO MHCTHTYTa HEBPOJIOTUYECKUAX PACCTPONCTB M MHCYJIBTA, B KOHCYHOM CUCTE
Bce auna ¢ AJIC OyayT HE B COCTOSIHUH XOIUTh, CTOSITh WIIHM TepeMeniathes 0e3 momomu. OHM Takke MOTYT
WCTIBITHIBATh OOJBIIHE TPYTHOCTH C TJIOTAaHUEM M keBaHHEeM. B xoneunom cuete AJIC sBIsAeTCS CMEPTENBHBIM
3aboneBanneM. [Iporno3 B ciydae ¢ PC He cTonb sceH. Cumnrombl PC MOTYT MOSIBISATHCS U UCY€3aTh B 3aBUCH-
MoctH ot tumna PC. [TarieHT MOKeT UCTIBITBIBAaTE 00OCTPEHHE, ITOCIIe Yer0 CHMITOMBI HCYE3aI0T Ha HECKOJIBKO
IHEH, Hemenb U gaxe JeT. Teuenue PC pasnmngaercs ot manueHTa K manueHTty. OIHaKo pa3BUTHE dTOW OOJIe3HU
3aHUMAaeT Topas3zo Oojee IIMTeNbHOe BpeMs, ueM B cirydae AJIC, 1 oHa peaKo MPUBOJNUT K CMEPTH.

B nenowm, passurue, neuenue u nporuos anst AJIC u PC cunbHO paznugarorcs.

Takum 00pa3zoM, H300peTEeHNE OTHOCUTCS K OMOTHHY [UISl €T0 IIPUMEHEHHS B JICYEHHUH aMHOTPO(UIECKOTO
JaTepaJIbHOTO CKIIepo3a.

Taxoke cyObeKTaMH M300pETCHHUS SIBISIOTCS KOMIO3UIIMHU, COAEpIKallue OMOTHH JJIsl €r0 NMPUMEHEHHS B
JICYCHUH aMHOTPO(QHUUECKOTO JIATEPAILHOTO CKIIEP03a, a TAK)Ke MCIOJIb30BaHNe OMOTHHA JUTsl IPOU3BOJICTBA HITH
M3TOTOBJICHHS JIEKAPCTBA, MIPEIHA3HAYCHHOTO IS JISYCHHUS] aMHOTPO(PHUIECKOTO JTaTepalbHOTO cKiepo3a. Takum
o0pa3oM, naes U300peTeHNs 1enaeT BO3MOXKHBIM BHEAPEHHE CIIOCOO0B JICUeHUs, BKIIOYAIONINX BBEICHUE OMO-
THHA TAIUEHTaM, CTPAJaloIliM OT aMHOTPO(PHUECKOTO JIaTepalIbHOTO CcKilepo3a. Takum oOpa3om, n3oOpereHme
TaKXKe OTHOCHUTCSA K CIIOCO0Y JI€UCHHS MAIFeHTa, CTPAJAIOIIEro OT aMHOTPO(UIECKOTO JIaTepaIbHOTO CKIIepo3a,
BKITIOYAIOIIeMY B ceOs 3Tal BBEACHUI OMOTHHA YKa3aHHOMY MaIeHTy. Hinke IpuBOISTCS PHUMEPH! JO3UPOBKU
OMOTHHA M PeKUMA JICUCHHUS.

BrotiH MOXeT MCIIoIB30BaThCS OTACIBHO WM B COYETAHHHU C JIPYTUM BEILECTBOM, HCIIOJIB3YEMBIM B JIe-
YEeHUH aMHOTPO(UUECKOTo JIaTepalibHOTO CKJIepo3a (MM €ro CHMITOMOB, ITOCKOJIBKY, KaK 3TO OBUIO YKa3aHO
BBIIIE, B HACTOAIIEE BPEMsI OTCYTCTBYET JIEUCHHUE, BEAYIEE K YAYUIICHUIO COCTOSHNUS MAlleHTa), IPUYEM JaH-
HOE BEIIIECTBO, HAPHMEP PHITY30J, OaKIo(eH, Tua3enam, TPUreKCu(peHUAMT Ui aMUTPUITHINH, BBOTUTCS JJIS
00JIer4eHust COCTOSIHUS MAleHTa C aMHOTPO(MHUECKHUM JIATEPATbHBIM CKIIEPO30M.

Takum 00pazoM, H300peTeHHE OTHOCHUTCS TaKKe K KOMITO3MINH, COZepsKame OMOTHH U, KpOME TOTO, J0-
TIOJTHUTENBHOE JICKAPCTBEHHOE CPEICTBO MPOTHB aMHOTPO(HUUECKOTO JAaTepaJbHOTO CKIEPO3a, IS OJHOBpE-
MEHHOTO, Pa3JIeIbHOTO TN MTOCIIeIOBATEIBHOTO (pacIpeieICeHHOTO BO BPEMEHH) HCIIOIB30BAHMUS TIPH JICICHUN
aMHOTPOIIECKOTO JTaTePATBHOTO CKIIepo3a.

N3o06peTenne TakKe ONUCHIBACT W OTHOCUTCS K CITOCO0Y JICUCHHUS TTallMeHTa, CTPAIAIONIeTO aMHOTpodIye-
CKUM JIaTepaJbHBIM CKJIEPO30M, BKIIIOYAIONIEMY STalbl BBEACHUS yKa3aHHOMY IMAIEHTy OMOTHMHA W HeoOs3a-
TENBHO (HO MPEANOYTHUTENHHO) IPYroro JIEKApCTBEHHOTO CPECTBA, MOJIE3HOTO Ul 00JIErYeHUs] COCTOSTHUS T1a-
IIMEHTa B OTHOLICHNHN CUMIITOMOB aMHOTPO(QHIECKOTO JIATEPATIBHOTO CKIIEPO3a.

BrotuH MOXeT, B 4aCTHOCTH, UCIIOJIB30BATHCS JUIA CTAOMIM3AIMK cI1a00CTH KOHEYHOCTEH W/WIIM TporJia-
TBIBAHUS, a TAKXKE HEKOTOPOH KOPPEKIIUH MBIIICYHOW aTPO(PHH B HIKHUX KOHCYHOCTSIX, B YaCTHOCTH, MPOSB-
Jstronieiics B popMe TOBBIILCHHS IIEPEHOCUMOCTH (PU3NUecKON Harpy3Ku NpH (HU3UOTEPAITHH.

JleyeHne OMOTHHOM MOXET TaK)Ke MPUBECTH K YBEJIMUYCHUIO Beca MAalUeHTa W/MIM MOXET OBbITh UCIIOJIB30-
BaHO IS YITYYIICHUS AbIXaTeIBHBIX CIOCOOHOCTEH MaIlieHTa.

BuoTtnH B O0JIBIIMX 032X MOXET TaK)Ke MCIIONB30BAaThCS B JICUCHUH APYTUX OOJIE3HEH, B YACTHOCTH Jie-
MUETHHU3UPYIONINX HEHPOTIATHiA, B YACTHOCTH MepUPEPHISCKUX HEUPOTTATHH.

Takum o0Opa3om, M300peTeHNE OTHOCHUTCS TaKKe K OMOTHHY JJISl €ro MPUMEHECHHUS B JICUCHUH AEMHUCITHHH-
3UPYIOIOIIEH HEHPOTaTHiA, B 9aCTHOCTH, TIepruepruaecKor HeHpomaTHiA.

Taxxe npenMeTamMn W300pEeTEHUS SBIAIOTCS KOMIIO3UIINH, COAEpIKaIIie OMOTHH JUIA €r0 NMPUMEHEHHS B
JICYCHUH JEMUCITUHNU3ZNPYIONIeH HeHpOIaTHH, B YaCTHOCTH Nepudepryeckoll HEWpOIaTHH, a Takke HCIIOIb30-
BaHWEe OMOTHHA ISl TPOU3BOJCTBA (M3TOTOBJICHHS) JIEKAPCTBEHHOT'O CPEJICTBA, NPETHA3HAYEHHOTO JUISl JICYCHHS
JIeMUEITMHN3UPYIoNIeld HelporaTuy, B 4acTHOCTH Nepudepryeckoil Helipornatuu. TakuM oOpaszom, uuest u30-
OpeTeHMs J1eaeT BO3MOXKHBIM BHEJPEHHE CIOCOOOB JICUCHHS, BKIIIOYAIONINX BBEACHHE OMOTHHA MalMeHTaM,
CTpaJaroNM OT AEMHUEIHMHU3UpYIONIel HeHpomaTiy, B YaCTHOCTH Nepudepudeckoi Heifpornatuu. Takum oOpa-
30M, U300peTeHHEe TaKkKe OTHOCHTCS K CIocoOy JIeUeHHs MalMeHTa, CTPaAalonero OT JAEMHEIHMHU3UPYIOMIeH
HEHpOaTHH, B YaCTHOCTH, NepruepuIecKoil HeHpomaTHy, BKIIFOYAIONEMY B ce0s 3Tall BBeIeHHI ONOTHHA yKa-
3aHHOMY MaruenTy. [IpuMepsl T03MPOBKH OMOTHHA U peXHUMa JICUCHUS IPUBOIITCS HIDKE.
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BHOTHH MOXET HCIONIB30BaThCA OTAEIBHO WIH B COYETAHUU C APYTMM BEIECTBOM, UCIOIb3YyEMBIM B Jie-
YEHUH JIEMHEINHU3UPYIOIEH HelpornaTiy (MJIM €€ CUMIITOMOB), TIPHYEM JITaHHOE BEIIECTBO WIIM JIe4eOHOE BO3-
JIEACTBUE BBOIUTCS IJIs1 OOJETYEHUS COCTOSTHHS MAllEHTa ¢ IEMHUESIIMHU3UPYIOIIeH HeHpomaTHEH.

CrenoBaTebHO, H300pETEHNE OTHOCUTCS TaKKe K KOMITO3UIINH, COZlepKalieil OMOTHH U, KpOME TOTO, J0-
MOJIHUTENBHOE JICKAPCTBEHHOE CPEACTBO NPOTHB AEMHUEIMHU3HPYIOIIEH HEHpomaTuu IJisl OJHOBPEMEHHOTO,
Pa3eNBpHOTO MIIH TIOCIE0BATEIBHOTO (PAcIpeeICHHOTO BO BPEMEHH) HCIIONB30BAHUS B JI€ICHUH JEMUCIIUHH-
3UPYIOIIEH HelponaTuu.

N300peTeHne Takxe OMICBIBAET U OTHOCHUTCS K CIIOCO0Y JICUEHH MMallUeHTa, CTPAJAIOIIETo IeMUSITNHU3U-
pyloleii HeliporaTrel, BKIIOYAIOEeMy JTaIlbl BBEJACHUS YKa3aHHOMY HMallMeHTy OMOTHHA M HeoOs3aTeNbHO (HO
HPEANOYTUTEIBHO) IPYTOro JIEKapCTBEHHOTO CPEACTBA, MTOJIE3HOTO JUIs 00JIETYCHHS] COCTOSIHUS TTallieHTa B OT-
HOILIEHUU CUMITOMOB JEeMHEINHU3UPYIOIIEeH HeHponaTHH.

[Tono6HbIe Mpyryue BelecTBa, MEIUKaMEHTHI WK JieKapcTBa OoJjiee IToApoOHO ONMCaHbl HUKE.

Takas neMHETMHU3MPYIOIIAs HEHpONaTHs MOXKET MPEACTaBIATh CO00 XPOHMUYECKYIO BOCIAIHUTEILHYIO
JEMHUETMHU3HUPYIOIIYIO TOIHPaauKyIOHEHPONaTHIO.

B uactHOCTH, Takas AEMHEIMHU3UPYIOMAs HEHPOIATHsI MOXKET MPEACTaBIATh COOON THIMHYHYIO XpOHUYE-
CKYIO BOCHAJIUTENIBFHYIO IEMUEINHU3UPYIOILYIO TOJINPAANKYIOHEHPOIATHIO.

AJNbTEpHATHBHO, TaKas JEMUCIHHU3UPYIONIas HEHPOMaTH MOXKET MPEACTABIATE COO0H aTUIHIHYIO XPO-
HUYECKYIO BOCTIAJINTEIbHYIO JEMUETHHU3HPYIOMIYIO MOIUPAIUKYJIOHEHPOIATHIO.

Takas neMHUCTMHU3UPYIOMIAas HEHPONaTHs MOXKET MPEACTaBIATh OO0 NeMHUESIMHU3UPYIONIYIO Helpora-
THIO, CBS3aHHYIO C MOHOKJIOHAJIbHOH rammamnarneil MMMyHOrJIoOynnHa M ¥ aHTUTENaMH NPOTHUB MHEIHH-
accolMUpoBaHHOTO TnukonporenHa (MAT).

Takas neMueNTMHU3NPYIOIasi HeHPOIaTHs MOXKET MPEACTaBIATE coboi 6one3ns Illapko-Mapu-Tyra Tnna
1A (IOIMT).

XpoHuueckas BOCHAJNTEIbHAS IeMHeTHHU3UPYIOLIas MoJaupaauKyJIoHeiiponarus (XBII)

XpoHnueckasi BOCTIUINTEIbHAS IEeMUCIMHU3NpYONas noiupaaukynoneiiponarus (XB/IT) npencrasiser
c000i1 00JIe3HD, MOPAKAIONIYIO NTEpUPEpUIECKIE HEPBHI M BHI3BIBAEMYIO JIEMHCITHHU3AIUEH.

XBJIT sBisiercs peakoi 0oJie3HbI0. Pa3mudHbIe STHAEMHOIOTHYECKHE WCCIEAOBaHUS TIOKA3bIBAIOT, YTO
YpOBEHb PacCIpOCTPAHCHUS MOXKET BaphupoBathes oT 1,24/100000 o 8,9/100000. N3-3a HEOTHO3HAYHOCTH JH-
arHoctuky XB/II1 akTyaJIbHBIN YPOBEHD pactpoCTpaHeHUsT O0JIE3HN MOKET OBITh HEJIOOIICHEH WIIH TePEOIICHEH.
Otnonorus XBJII1 Hen3BecTHA, HECMOTPS Ha TO, YTO PEIKUE CIydal MOTYT ObITh aCCOIMUPOBAHBI C PA3INIHBI-
MH COCTOSIHHSIMHU, TAKUMH KaK caXapHbIi 1ua0eT, capkonmo3, IUCCEMUHUPOBAaHHAs KpacHasi BOJIMaHKa, MIANOTIA-
THUYECKasi MOHOKJIOHAJbHAs TaMManartusl.

XpoHnyeckasi BOCTIUIMTENbHAS JleMUENMHM3NpYomas noiunerponatust (XBJ/IIT) npencrasiser coboit
UMMYHHYIO Heiiponatnio. CoBpeMEHHBIE TUArHOCTHYCCKHE KPUTEPUH OCHOBBIBAIOTCS TJIABHBIM O0pa3oM Ha
KIMHUYECKUX U (U3HOJOTMYECKUX IapaMeTpax, KOTopble MOTYT omMoub ommauth XB/IIT oT apyrux 3abose-
BaHMH, BKIIIOYAs] XPOHUYECKYIO MANONATHYECKYIO aKCOHAJIBHYIO MOJMHEHPONATHIO, TUa0eTHUECKYIO ONINHEH-
pomaruio U aMHOTpoUUecKHuil aTepanbHBIA ckiepos. [locnenuue pexomennanuu EBponeiickoit deneparyn
HEBPOJIOTHUECKHUX OOILIECTB MO3BOJISIIOT IPOBOANTD PA3IMUNE MEXKIY ONPEICICHHBIMH, BEPOSITHBIMHA U BO3MOX-
HeIMH aAuarHo3amu XB/III, oCHOBaHHBIMU Ha KIMHMYECKHUX OUArHOCTHUYECKUX KPUTEPUSX THUIIMYHOW M aTUIINY-
ot XBJIII (J. Peripher Nerv Syst. 2010 Mar; 15(1):1-9). Tunmunas XB/II1 xapaktepusyeTcst XpOHUIECKH TIPO-
TPECCUPYIOIIEH, pa3BUBAIONICICS CTYNEHYATO, WIM PEUUIUBUPYIOIMIEH CUMMETPUYHOW IMPOKCUMAIBLHON WIIH
JHUCTAIBbHOM C1a00CThIO M CEHCOPHBIMU TUC(YHKIMSIMH BCEX KOHEUHOCTEH, KOTOPBIE Pa3BUBAIOTCS [0 MEHBIIIEH
Mepe B T€UEHHE JBYX MECSIEB; MOTYT OBITh 3aTPOHYTHI YEPEHHBIE HEPBBI; U OTCYTCTBHEM WM OCIAOJICHUEM
CYXOXKHJIBHOTO pediekca BO BceX KOHCUHOCTSX.

B ciyuae arunuunoit XB/AI1 MOryT MMETh MECTO HOPMaJIBHBIE CYXOXHJIbHBIE Pe(IeKCH B HE3aTPOHYTHIX
KOHEYHOCTSIX, MPUBOJSI K IPEUMYIIECTBEHHO JUCTAIBHBIM (NCTANbHAs NPUOOpPETEHHAS JIeMUCITMHU3UPYIOMIast
cumMmerpuyrasi, AIIMC), umi acUMMETpUYHBIM [MHOTOOYaroBasi nMpHoOpeTeHHas AEMHUEIHMHU3UPYIOIas CeH-
copHasi 1 MotopHas Heliponatust (MIIZICuM), cunapom Jlstonca-CamHepa] nim owaroBasi (Harmpumep, ¢ yda-
CTHEM IUICYEBOTO WU MOSICHUYHO-KPECTIIOBOTO CIUIETEHHS WIIM OJHOTO MM HECKONBKHX MEpU(PEPHIECKUX HEp-
BOB B OJIHOM BEpPXHEH WJIM HMXXKHEH KOHEUYHOCTHN); MIIM YHCTO MOTOPHBIM; HJIH YHCTO CEHCOPHBIM (BKJIIOYAs XpO-
HUYECKYI0 IMMYHHYIO CEHCOPHYIO MOJHPAIUKYIONATHIO, TOPAXKAIOUIYI0 IIEHTPAIBHBIH OTPOCTOK HEPBHIHOTO
CEHCOPHOTO HEWPOHA) HEBPOJIOTHUECKAM PACCTPOMCTBOM.

Pa3BuTne Bo BpeMEHN MOXKET XapaKTEPH30BaThCS MOJOCTPBIM AEOI0TOM HIIM OCTPBIM Je0I0TOM, BO3BPAT-
HO-PEMUTTUPYIOIINM Pa3BUTHEM WU MPOTPECCUPYIOUINM pa3BUTHEM. [l0ITOCPOYHBIA IPOTHO3 IS MAIUEHTOB
¢ XB/III He cnumikoM Xopoll, Tak Kak MO MPOILIECTBUU MATH JeT 39% MalMeHTOB MO-NPEXKHEMY HYKIAI0TCA B
MMMYHHOH TepanuH, a 13% umerot Tspkensie Hapymenus (Kuwabara 2006, J. Neurol Neurosurg Psychiatry. Jan;
77(1):66-70). TIporro3z XB/II accomuupoBaH ¢ MOTepeil aKCOHOB, SBJISIONICHCS BTOPUYHOW MO OTHOIICHUIO K
BocnanutenbHoi aemuenuausaun (Hughes et al., 2006, J. Peripher Nerv Syst. Mar; 11(1): 30-46).

Pa3znuunble MexaHU3MbI MOTYT Urpath poias B XBJIII, B ToM 4uciIe IPUCYTCTBHE ayTOAHTHUTEN, MEIUATO-
poB BocmaneHus ((hakTopa HEKpo3a OITyXoyn-aibha, HHTepIeHKIHA-1, MATPUKCHBIX METAJUIONPOTEHHA3-2 U -9,
(pakiuii KOMIUIEMEHTa, XEMOKHHOB), Ipoiudeparuio 1uMporuTos, usmenenne cootnomenus Fey RII/Fey RIII
Ha Makpodarax. Kakumu Obl HU ObUTH 3a7€CTBOBaHHBIE MEXAHU3MBI, TIOCIIEICTBUS BKIIOYAIOT B Ce0sl N3MEHE-
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HHe BO30YJMMOCTHM HEPBOB BBHIY JEMMEIMHM3alMM, yMeHblieHue aktuBHocTH Na'/K' ATdasHoro macoca,
MHTPAaKCOHANbHOE HakomneHue Na', CBA3aHHOE C HapyIIEHHSAMHU CHaOKeHWs SHepruei, mpuBoasmeil K akco-
HAJTPHOH JieTeHEPAIMH MPH BOCTIAIUTENBHBIX JEMUSITHHU3UPYIONHX mporeccax (Stys and Waxman, 1994, Mus-
cle Nerve. Sep; 17(9): 969-74; Bechtold and Smith, 2005, J Neurol Sci. Jun 15; 233(1-2): 27-35).

Koptukoctepounnsl, miazmadepes u BHytpuBeHnsie (IV) ummynorinoOymuas! (IVI) mpoaeMoHCTpUpOBaIn
3((eKTUBHOCTh B KOHTPOJIUPYEMBIX HUCHIBITAHUAX. TakuM 00pa3oM, 3TH COEAWHEHHS MOTYT HCIIOJIB30BaThCS B
COoYeTaHUM ¢ OMOTHHOM. BBIOOp Teparuu 3aBUCUT OT psfa (haKTOpoB, B TOM YHCIIE OT CTENEHU TsHKecTH 3a0oire-
BaHUH, COMYTCTBYIOMKX O0JIe3HEH, MPoPus TOOOUHBIX d()PEKTOB, MOTEHITHANBHBIX B3aUMOACHCTBHM C JIeKap-
CTBEHHBIMHU CPEACTBaMHM, BEHO3HOTO JIOCTYIIA, PHCKOB, CBA3aHHBIX C BO3PACTOM, U CTOMMOCTH JieueHus. Koptu-
KOCTEpOUIbl pacCMaTPHUBAIOTCS KaK BapHaHT IPENapaToB MEpBOW JIMHUM WM BTOPOH JIMHUU W UCTIONB3YIOTCS B
neyennn XBJIII B Tedenue mumurensHoro BpeMeHu. OOBIMHO Tepanus HHULUHUPYETCs 10308 1 MI/KT ¢ mocTeneH-
HBIM CHWDKEHHEM JI03bI IT0CJIE HECKOJIIBKUX MECSIEB B COOTBETCTBHHU C KIMHHYECKOW peakuuei. [VIg mmpoko
ucnonb3ytotes npu aedennn XB/III. Jledenne BHyTpuBeHHBIMH UMMYyHorioOynuHamu (IVIg) moxer obecrie-
YUTh 3HAYNTEIIBHBIN TTOJIOKHUTENBHBIA KIHHIYecKHi 2 dext donee uem y 60% XB/II maunenros (Vermeulen
et al., 1993, J Neurol Neurosurg Psychiatry. Jan; 56(1):36-9; Hahn et al., 1996, Brain. Aug; 119(Pt4): 1067-77;
Mendell et al., 2001, Neurology. Feb 27; 56(4): 445-9). Kiimandeckue yay4dlieHus 4acTO MPOUCXOIAT B TEUCHUE
HECKOJBKUX JHEH mocie uapys3un [VIg. Onnako Takoe yinydmeHre 0OBIYHO ITUTCS JIUIIB HECKOIBKO HEeTb, U
JUTSL TIOAZIEpKaHusl TepaneBTudeckoro dddexra tpedyrorcs nepuoandeckue wHPy3unm [VIg. Hakonem, monro-
cpouHoe Bo3zaeicTBue [VIg B Teuenne 6onee mectu mecsteB He Obuto uenbiTano (ucneitanus ICE (Merkies et
al., Neurology. Apr 14; 72(15): 1337-44)). Kpome TOTr0, OTCYTCTBYIOT JIaHHBIC O TIPEIOTBPAIICHHH aKCOHATBHON
JIETEeHEPaIMY TIPH ATUX BapUaHTax JICUCHHUSI.

JdeMueanHU3UPYIOUIAs HeliponaTHs, CBSI3AHHAS C MOHOKJIOHAJIbHOI raMmManaTuei
uMMyHorso0yinaa M (IgQM) u aHTHTeIaMH IPOTHB MUEIHH-2CCOUMPOBAHHOTO INIMKONPOTEHHA
(MAT)

[HonuuelponaTtusi, cBsi3aHHasi ¢ MOHOKJIOHAJIbHOM rammararuedt IgM u aHTUTeNnaMu TPOTUB MUENIHH-
cBs3aHHoOrO TimKonporenHa (MAT), OTHOCHTCS K TPYNIE XPOHUISCKUX JNEMUETUHU3UPYIONTUX ITOJTHMHEHpOIa-
. OHa TpeacTaBIsieT co00i XPOHUYECKYIO TIPOTPECCUPYIONTYIO 00JI€3Hb, PUBOAAIIYIO K (BDYHKITMOHATHHBIM
paccTpoiicTBaM M MHBAJIMIHOCTH PAa3IMYHON CTEIICHHU.

BoNbMMHCTBO MAIMEeHTOB MMEIOT CHMMETPHYHYI0O CEHCOMOTOPHYIO TOJMHEHPOIIaTHIO, CEHCOPHYIO aTak-
cHuro, OOJIE3HEHHYIO MapecTe3UI0 W TPEMOpP BEPXHUX KOHEYHOCTEH. Y HEKOTOPHIX MAI[MEHTOB OONE3Hb MOXKET
pa3BUBATHCA MEUIEHHO B TEYCHHE MHOTHX JIET, B TO BpeMs KaK y APYTUX pa3BUBAIOTCS 3HAUMTEIbHBIC HapyIle-
HHS B OCHOBHOM H3-3a JM3ECTE3MH U aTaKCUH; TAKUM 00pa3oM, CyIIEeCTBYeT HEOOXOIMMOCTh B pa3paboTke d¢-
(hEeKTHBHBIX METOJIOB JICUCHHSI.

OrHosiornyeckas poib Oenka IgM B monuHeHponaTHi WILTIOCTPUPYETCS. HAIMYUEM LIMPKYJIMPYIONINX aH-
TH-MAI" aHTHTENn WM OPYrUX aHTHTEIN, HAalPaBJICHHBIX Ha MHEIMHOBYIO 000JIOUKY HeprdepnyecKux HEpBOB,
NPUBOASIINX K pa3pacTaHUIO MHEIMHOBOW 000104KH. BeTpedatoTest manyeHTs! ¢ yAUBUTEIBHBIM UMMYHOXHMH-
YeCKUM TPO(HIIEM, CBUIETEIbCTBYIOIEM O BO3MOKHOCTH ayTOMMMYHHOTO MEXaHH3Ma: MOHOKJIOHaNbHEIH [gM
pacro3HaeT yriaeBoaHbI snuton MAL, mpUCyTCTBYIOMIMEI TaKkKe Ha APYTUX TNIMKOKOHBIOTaTax, Y4acTBYIOUIUX
B aJIre3WH KJIETOK, B TOM YHCJIC Ha TNIMKOMpoTenHe Po muenmHa, nmepudepudeckoM OeKke MHUEIHHA, CyIbpaTh-
POBaHHBIX COUHTONUITUAAX U IPYTHX POJCTBEHHBIX TTTUKOMUNHAaX. MccnenoBanne HEpBOB OKA3hIBACT PACIIIH-
PEeHHE IIAaCTHHOK MUENHHA.

B oTHOmIEHNM HaMTy4IIeH CTpaTEeruy JICUCHNSI KOHCEHCYCa HET, TaK XKe KaK M He OBLIH ONpeelIeHbl CPOKH
Hauana JIedeHus B ciydae aHTH-MAT -Heliponatuu. VIMMyHOTepanus U XUMUOTEpAnusl MOTyT AEHCTBOBATh MO-
CPE/CTBOM MNPSIMOTO MOJABICHUS WIN IUMHHALMN KJIOHa B-KIIETOK MM MojaBiIeHHs BOCHAJIMTEIBHBIX KacKa-
noB (article endoxan et cortisone). BOJIBIIMHCTBO MMIIOTHBIX MCCIIEAOBAHUI WM PaHAOMU3UPOBAHHBIX KOHTPO-
mapyembix ucnsitannit (PKU) IgM-anTuMAIL nemuenuun3upyronied HeponaTuy He JAa0T TOCTaTOYHBIX OCHO-
BaHMH JUI PEKOMEHAAIMH KaKoW-TH00 KOHKPETHOW MMMYyHOTepanuu. PutykcuMab cunTtaercs MHOTrooberao-
UM, HO, TIO-BUANMOMY, B PEaIbHOCTH 3TOT IIpenapaT He MPHUBET K YJIYUIICHAIO COCTOSHHS Ial[IEHTOB B KOH-
TponupyemoM uctsiTannu (Broglio, and Lauria (2005). Muscle & Nerve, 32(3), 378-379; Leger et al., Neurol-
ogy. 2013 Jun 11; 80(24): 2217-2225). OgHako ero MO>KHO OBIJIO OBl MCIOJIL30BATh B COUYETAHUH C OMOTHHOM B
KOHTEKCTE HACTOAIIETO N300pEeTEeHUS.

Heiiponatus llapko-Mapu-Tyra Tuna 1A (1A (IIMT)

Bbonesns [lapko-Mapu-Tyra trma 1A (IIIMT1A) oTHOCHTCS K TPYIITEe HACAEACTBEHHBIX, IPOTPECCUPYIO-
MIUX, XPOHUYECKIX CEHCOPHBIX M MOTOPHBIX NEepHU(pEepHIecKUX HEHPOMaThii, M3BECTHHIX Kak Oomne3np lllapko-
Mapu-Tyra (ILIMT) nnu "HacnencTBeHHass MOTOpHO-ceHcopHas Hedponarus" (HMCH). Ha HIMT1A npuxo-
qutcsa 50% manuentos ¢ LIIMT, npudem ypoBeHb pacnpocTpaHeHHocTH coctaister 1 u3 5000. IIMTI1A npen-
CTaBJIsIeT co0Ol ayTOCOMHOE JOMHUHAHTHOE 3a00JIEBaHHE, BBI3BAHHOE B IOJABIIAIONIEM OOJIBIIMHCTBE CIIy4acB
JQyMIUKanued XpoMocoMHOro yuactka 17pl1.2 nnuHoit 1,4 Teics4 map ocHOBaHUM, coxepkaiero red PMP22.

Tunnunsle kmHrYeckue npusHaky IIMT1A BkiroyaroT ci1abocTh CTyITHEH U HUKHEH 4acTH HOT, a TaKkKe
nedopmanuio cTynHe# (daie Bcero mosiasi CTOmNa), 4To, IMO-BUAUMOMY, OOBSCHSETCS CIaboCThIO HEOOIBIINX
BHYTPEHHUX MBI cTOMHI. [lo3aHee B pe3ynapTare 3TOro 3a00JieBaHUS B pyKaxX MOXKET Pa3BHUTHCS clabocTh U
aTpO(Us MBIIIII, YTO MPUBOANT K 3aTPYAHECHUSIM TOHKHUX MEXaHHYECKHUX HABBIKOB. TSHKECTh CHMIITOMOB CHIIBHO
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Pa3HUTCS OT OJTHOTO MAIMEHTA K APYTrOMY, JaKe CPEIU MOPAXKCHHBIX YWICHOB OJHOW U TOH K€ CEMBH.

PMP22 komupyer TpaHcMeMOpaHHBIH nepudeprudeckuii MUETHHOBEIH Oenok. Jyrmmukanus rena PMP22
MPHUBOJIUT K €T0 MOBBIIIICHHOHN AKCIPECCHU W aHOMaJbHOH nuddepeHnnaiy mBaHHOBCKAX KiIeToK. [Tocienct-
BUSIMU SIBIITIOTCS] TOMOT€HHOE 1 audy3HOE 3aMeTIeHre IPOBEACHUS HEPBHBIX UMITYJILCOB U AEMHUCITNHU3AIIN,
YTO B KOHEYHOM HTOT€ IIPUBOAUT K ITOTEPE aKCOHOB M HCTOLICHUIO MBIIIIII.

B Hacrosiiee Bpems HeT yTBepskaeHHoro jedeHus: [IIMT1A. [lognepskuBarorniast Tepanust B OCHOBHOM Ka-
CaeTcs CUMIITOMOB 0O0JIE3HU, TAKUX KaK HeWpormarndeckas 00Jb, cnabocTs U Aedopmalus konedHocted. K Heit
OTHOCATCS JIe4eHre 60n (IPOTHBOBOCHATUTEIBHBIE TIpENapaThl/aHadbIeTHKH, aHTHICIPECCAHTHI WM aHTUKOH-
BYIILCAHTHI TSI OOPHOBI ¢ HEHpOMaTHISCKOH 00Jb0), (hu3noTepanus (TPSHUPOBKA MBIIICYHOMN CHIIBI), TPYAOBas
Tepamnus, OPTOIECTUUCCKUE YCTPOHCTBA (BKITIOYAst KOPCETHI M 00YBb C BBICOKHM OEpIieM) U OPTONCIUIECKas XH-
pyprus. OTHAKO STH METOJBI JICYCHUS HEIOCTATOYHBI [Tl OCTAHOBKH YXYIIICHUS MOTOPHON (DYHKIUHU H yCY-
ryOJieHUs HapyuieHud. bputo mokasaHo, 4to ackopOouHoBas kuciora (AK) comelicTByeT MUCTHHALIMY in Vitro H,
BO3MOJKHO, YMEHBIIIAET dKkcnpeccuto PMP22. Benen 3a 3TiM OBUTH OMyOJMKOBAHBI MIECTh KITMHHYCCKUX HCITBI-
TaHWA, ONCHUBAOIMX 3PPEKTHBHOCTh U MEPEHOCHUMOCTh 1- wiau 2-netHero JedeHuss AK, onHako HU B OJHOM
13 HUX KaKOTO-JHOO MOJI0OXKHUTEILHOTO KIMHINUECKOTO 3¢ dekra He Habmonanock. Kpome Toro, ObutH OmyOIHKO-
BaHBl PE3yIbTATHl, IOJXYYCHHBIE C TIOMOIIBIO0 JBOHHOTO CJIENOTO, PaHAOMHU3MPOBAHHOTO IUIare0o-
KOHTPOJIMPYEMOTO HCCiIenoBaHus (a3pl 2 ¢ pamkupoBaHHeM 103 B oTHomeHuuH PXT3003 (HM3K0A030BOTO
COUeTaHHUsI TpeX VyKe YTBepXACeHHbIX coemuHeHMi: (RS)-0aknodena, HanTpekcoHa ruapoxyopuga u D-
copbutona) (Attarian et al., Orphanet J Rare Dis. 2014 Dec. 18;9:199). Oto ucnbITanue MOATBEPINIO TOTCHIIH-
aJbHO XOPOIIHH ypoBeHb Oe3omacHOocTH U nepeHocuMocTr PXT3003. Camas BeICOKas J03a TMoKa3ajia mpeaBa-
pHUTEIbHBIC, HO HEMTPOTHBOPCUYUBHIC CBUICTEIBCTBA d()(HEKTUBHOCTH, C HEOONBIIMM TONOKUATEIFHBIM KIMHUYC-
ckuM 3P HEeKTOM IS ITHX B3POCIBIX MAITUCHTOB.

B yactHOCTH, OMOTHH MOXET UCTIOIB30BATHCS IS YIYUIICHUS CIIOCOOHOCTH MAUEHTOB K X0Ih0€.

Jlpyroii neMuenHU3UpyIoNel HelponaTuei, B JIe4eHUH KOTOPOH MOXKET UCIIONb30BaThCsl OMOTHH, SIBJISI-
eTcs "ocTpas BOCHANWTENbHAS JEMHUCITUHM3UpYoMas Helponatusa', Oonee M3BeCTHas Kak cuHapoM [ wmiieHa-
Bappe, koTopast MOKET ITOBpPEXJaTh MOTOPHBIE, CEHCOPHBIE K aBTOHOMHBIC HEPBHBIC BOJIOKHA.

CriocoObI JiedeHus dTOH 0O0JIe3HH BKIIIOYAIOT TuTazMadepes, GUIbTPAINIo aHTUTEN U3 KPOBEHOCHOM CHCTe-
MBI WJIM BBEJCHHE BHYTPHUBEHHBIX MMMYHOTIOOYiHHOB (IVIg) anms HeWTpanw3anuu BPENOHOCHBIX aHTHTEN U
BOCTIQJICHHUS, BBI3BIBAIONINX OOJE3Hb, a TaKXKe IMOTEHIMAJIHHO HCIIOIB30BAHUE OOJICYTOJISIONINX, MTOCKOIBKY
60mp yacTo HaOmomaeTcs y ronel ¢ cuaapomom [mitena-bappe. Mcnons3oBanne OMOTHHA TPEICTABISIET OCO-
ObIi1 MHTEpEC TociIe OCTPOH (ha3bl, KOTJa OCYIIECTBIIETCS peaOUINTAINS TAlUeHTa B LENAX YIy4IIeHHs TOBCEe-
nmHeBHO# nestenbHOCTH (I1/]). BHOTHH MOXET, B YaCTHOCTH, TOMOYb BOCCTAHOBUTH HEKOTOPHIC ()YHKIIMOHATb-
HBIC CIIOCOOHOCTH HWIIM YCKOPHUTHh Takoe ()YHKIIMOHAIBHOE BOCCTAHOBICHHE. TakuM 00pa3oM, OMOTHH MOXKET
CIOCOOCTBOBAThH OOPAICHIIO HHBAITHIHOCTH, HAOIFOTaeMOH TTOCIIe OCTPOi (ha3bl.

U3o0petenue, TakuM 00pa3oM, OTHOCHUTCS TaKke K OMOTHHY JUIsl €r0 TIPUMCHEHUS B JICUCHUH ONTHKOHCB-
pomuenura.

OnrtukoneBpomuenut (OHM), Takke U3BeCTHBIH Kak 0osie3Hb [leBrka wiu cuHapoM JleBuka, siBisieTcs re-
TEPOTEHHBIM COCTOSHHEM, HPOSBIIIONIMMCS B PEHUBUPYIOIINX W OJHOBPEMEHHBIX BOCHAJIICHUH W JAEMHUCIINHH-
3alMM  3PUTEIBHOTO HepBa (HEBPUT 3PUTEIHLHOTO HEpBa) M CIIMHHOTO Mo3ra (Muenut), (MCTOYHHUK
http://EN.wikipedia.org/wiki/Neuromyelitis optica).

B macrosee BpemMs Ha OCHOBE MIPUCYTCTBUS ayToaHTHTEN nMpoTuB AQP4 mpemmararorcs mo MEHbIIEH Me-
pe aBe paznmuuHble mpuanHbl. AQP4+ OHM B HacTosIee BpeMsi CUNTASTCSI ayTOMMMYHHBIM 3a00JIeBaHneM (ay-
TOMMMYHHOW aCTpPOIMTONATHCH WM ayTOMMMYHHOW acTPOIMTAPHOW KaHAJIOMaTHel), B KOTOPOM COOCTBEHHAS
UMMYHHasi CHCTEMa YeJIOBEKa aTaKyeT aCTPOLUTHI 3PUTEILHBIX HEPBOB M CIHUHHOTO Mo3ra. [lpuumna AQP4-
BapHaHTOB HCH3BECTHA.

XoTst BOCHIAJICHHE MOXKET TaK)KE MOPaKaTh MO3T, IIOBPEKICHUS B ITOM CITydae OTIIMIAIOTCS OT MOBPEXKIC-
HU, HAOJTIOTaEMBIX B CXOJJHOM COCTOSIHHH PAcCESHHOTO CKiIepo3a. [I0BpeKIeHUs CIMHHOTO MO3Ta BEAYT K pa3-
JMYHOU CTEMEHHU cIabOCTH WU Mapaliidy HOT WIH PYK, TOTEPE YYBCTBUTCIBLHOCTH (BKIIFOYAS CICTIOTY) W/WJIH
TUC(YHKITMH MOYEBOTO ITy3BIPS U KUIICYHHKA.

Bonesnp [leBuka sABISETCS penkuM 3a00JICBAaHWEM, CXOIHBIM C PACCESIHHBIM CKIEPO30M IO HECKOJIBKUM
MpU3HaKaM, HO HeE SBISIETCS BapuaHTOM paccessHHoro ckieposa (Barnett and Sutton, 2012, Curr Opin Neurol.
Jun; 25(3):215-20) u TpebyeT MHOTO Kypca JeUeHUs IS JOCTHKECHHUS ONTHUMAIIbHBIX PEe3yJIbTaTOB.

OCHOBHBIMU CHMITTOMaM# 0o0s1e3HH J{eBUKa SBITIOTCS MOTEPs 3peHHs ¥ (PYHKIMH CIHMHHOTO Mo3ra. Hes-
PHUT 3pUTEIBHOTO HEPBAa MOXKET MPOSBIATHECS KaK BH3YaJIbHOE PACCTPOIMCTBO C MOHMKEHHON OCTPOTOH 3peHHS,
XOTsl JEeEeKTHI MOJIs 3PCHHS WM yTpaTa I[BETOBOTO 3PEHUS MOTYT OOHApYXKHUBaThCS 10 (OPMATBHOMN yTpaThl
OCTPOTHI 3PEHUS WIH OTACIHHO OT Hee. JIMCOYHKIMS CIMHHOTO MO3Ta MOXKET MPUBECTH K CIA0OCTH MBIIIIL,
YMEHBIICHUIO YyBCTBUTEIBFHOCTH MM MOTEPE KOTPOJIS HAJ MOYCBBIM ITy3bIPEM W KHIICYHUKOM. THUMHYHEBIN Ta-
[IUCHT UMCET OCTPYIO M TSDKCIYIO CIIACTHUCCKYHO CIIA00CTh HOT (Tapamape3) WK BCEX YETHIPEX KOHECYHOCTEU
(kBagpumapes) ¢ CCHCOPHBIMU MPU3HAKAMH, KOTOPHIC YACTO COMPOBOXKIAOTCS MOTEPEH KOHTPOIIS HAJ ACATENb-
HOCTBIO MOYEBOTO ITy3BIPSI.

Knnanka Mboiio mpeioxkuiia mepecMOTpeHHBI Hab0op KpUTepHeB AMArHOCTHKH 3aboseBanus JleBuka B
2006 romy. HoBble pykoBoASIINE TPUHIIAIIEI TPEOYIOT HATMYHS IBYX aOCONIOTHBIX KPUTEPUEB U HE MEHEE JABYX
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U3 TPEX BCIIOMOTATEIBHBIX KPUTCPHEB.

AOCONIOTHBIC KPUTCPHU:

Hespurt 3putenbHOro HEpBa U OCTPBIN MUEIIHT.

BcromorarensHbIe KPUTEPHU:

MPT wmo3ra He cooTBeTCTBYeT Kputepusm misi PC B aebrote 6one3nr, MPT 1mo3BoHOYHWKA C HETIPEPHIB-
HOW aHOMayel T2-B3BEIICHHOTO CUTHAA, PACIPOCTPAHSIONIEHCS Ha TPU WM 00Jiee MMO3BOHOYHBIX CETMEHTA,
YTO CBHUJIETENBCTBYET 00 OTHOCHUTENBHO OOJBIINX TOBPEXKACHUIX CTUHHOTO Mo3ra, OHM-IgG-monoxutensHbIH
cratryc (Tect OHM-IgG mpoBepsieT HaIMYUE aHTUTEN MPOTUB aHTUTECHA aKBaropuHa-4).

B nacrosee Bpems 6ose3Hp JleBrKa HensaeuynMa, HO MOXHO BO3ICHCTBOBATh Ha €€ CHMITOMBI. Hekoro-
phI€ MAIUCHTHI BOCCTAHABIMBAIOTCS, HO MHOTHE U3 HUX OCTAIOTCS C HAPYIICHUSIMH 3PCHUS U KOHCYHOCTEH, KO-
TOpBIC MOTYT OBITH TsDKEIBIMUA. OOOCTPEHHUS JICUAT C MMOMOIIBI0 KOPOTKUX KYPCOB BBICOKHX JI03 BHYTPUBEHHBIX
KOPTUKOCTEPOHIOB, HapuMep MeTmianpeaau3onona [V, [Tnasmadepes moxkeT ObITh 3 dekTUBeH B ciyyae, KO-
r1a 000CTpEeHUE MPOTPECCUPYET WIH HE pearupyeT Ha JCUCHHE KOPTUKOCTEPOHUIAMH.

Hu B 0THOM KOHTPOIMPYEMOM UCIIBITAHUHN HE YCTaHOBIJICHA 3P (PEKTUBHOCTE JICUCHHUS, TPEIOTBPAIIAFOIIC-
ro obocTpenns. MHOTHE Bpa4M COTIIACHBI C TEM, YTO JJIsl CHIDKCHHUS YaCTOTHI U TSDKECTH 000CTpeHHN TpedyeTcs
JOITOCPOYHAst MMMYHOCYIIIPECCHS, B TO BpeMs Kak JIpyTHe yTBEP>KAAIOT MPSIMO MpoTuBomooxkHoe. Iimpoko
HCIIOJIb3YEMBIE METOIBI JICUCHHUS MMMYHOCYTIIIPECaHTaMH BKITFOUAlOT B ce0s asarnonpuH (MmypaH) B coueTannn
C TIPeITHU30HOM, MHKO(eHOoIaTa MOGETHI B COYETaHUH C MPEAHU3OHOM, PUTYKCHMAa0, MUTOKCAHTPOH, BHYTPH-
BeHHbIe UMMYHOTJIOOYHHEI (IVIg) n mukinodochamu. MOHOKIOHATEHOE aHTUTENO PUTYKCHMA0 B HACTOSIIEE
Bpems uccienyercs. B 2007 r. 6s110 00HapYy)keHO, uTo 00sIe3Hb J[eBHKa BOCTIPUUMYKBA K TJIATUpaMepa aleTary
W HU3KUM JI03aM KOPTHKOCTEPOHIOB. DTH METOJIBI JICYCHHUSI MOT'YT HCIIOJIH30BATHCS B COUCTAHUU C OMOTHHOM.

BuoTHH MOKeT OBITh UCTIONB30BaH, B YACTHOCTH, JUIS IMOBBIIICHUS OCTPOTHI 3PCHUS MAIMCHTOB W/WIIN CH-
JIBI KOHEYHOCTEH maruenTta. Takum o0pa3oM, OMOTHH MOXHO HCIOJB30BATh ISl YIYYIICHHS CHOCOOHOCTH K
x0/160¢ Y TalUeHTOB.

JlomomHUTEIBHO, IPeIMETaMU N300PETECHUS SBIISIOTCSA KOMIIO3UIUH, COJICpKANIUe OUOTHH, IS UX TpPH-
MEHCHHS B JICUCHUN ONTHKOHEBPOMHENHNTA, a TaK)Ke HMCIIOb30BaHNE OMOTHHA JJISl TIPOU3BOJICTBA JEKAPCTBEH-
HOTO CpEICTBA, NMPEeIHA3HAUYEHHOTO I JICUSHHs ONTHKOHEBPOMHENIHTA. TakuMm obOpa3oM, mues M300peTeHus
JIeNlaeT BO3MOYKHBIM BHEIpPEHHE CIOCOOOB JIeUeHHs, BKIIOYAIONINX BBEICHHE OMOTHHA ITAallMEHTaM, CTPaJaro-
MM OTITUKOHEBPOMHUENTUTOM. TakuM 00pazoM, W300peTeHne Tak)Ke OTHOCHTCS K CIIOCO0Y JICYCHUS MalNeHTa,
CTPaJAIONIeTO ONTHKOHEBPOMHUEIUTOM, BKIIIOUAIOIIEMY B ceOs dTal BBEACHUSI OMOTHHA YKa3aHHOMY TMAICHTY.
Hwxe nmpuBoaATCS IPUMEPH! TO3UPOBKH OMOTHHA U PEXKIIMA JICICHUS.

BHOTHH MOXET HCIONB30BaThCS OTACIHHO HIIM B COYCTAHUU C JPYTHM BEIIECTBOM, HCIOIh3yEMBIM B Jic-
YCHHUW ONTHKOHEBPOMHUENUTA (WM €ro CHMIITOMOB), MPUYEM JAaHHOE BEUICCTBO MU JICYEOHOE BO3JCHCTBHE
BBOJIUTCS JUTS O0JIETYCHUS COCTOSHHS MAIIMEHTA C ONTUKOHEBPOMHUCITUTOM.

Takum 00pazoM, H300pETCHUE OTHOCUTCS TAKKe K KOMITO3HUIINH, COJIEpKAIICH OMOTHH U, KPOME TOTO, J0-
MOJTHUTEIEHOE JICKAPCTBEHHOE CPEICTBO MPOTHB ONTHKOHEBPOMHEIHTA, I OJHOBPEMEHHOTO, Pa3ieibHOTO
WM TIOCJIEJIOBATEIILHOTO (PaCcIpeICIICHHOTO BO BPEMCHH ) MPUMEHCHUS MTPH JICYCHUN ONTHKOHCBPOMHECITUTA.

N3obpeTenne Takke OMUCHIBAECT M OTHOCUTCS K CHIOCOOY JICUEHUs allMeHTa, CTPAIafoNnero ONTHKOHEBPO-
MHEITUTOM, BKIIIOYAIONIEMY JTarbl BBEACHUS YKa3aHHOMY IalMEHTY OMOTHHA W, HE0Os3aTeNbHO, APYTroro Je-
KapCTBEHHOTO CPEICTBA, ITOJIE3HOTO ISl OOJIETYCHUSI COCTOSHUS TAlMeHTa B OTHOUICHHH CHMIITOMOB OIITHKO-
HEBPOMHUEIIHTA.

[TomoOHEIE Ipyrue BemecTBa, MEANKaMEHTHI HIIH JIEKapcTBa 0oJiee MOAPOOHO OMHMCAHBI BBIIIE WITH HIDKE.

JIis meyeHus BBIICYKa3aHHBIX 00JIe3HEH OMOTHH MOXET UCIIONBE30BaThCS CICAYIONINM 00pa3oM.

BUOTHH mpeAmoYTHTENBHO BBOJUTCS B TEPANEBTHYCCKU d(H(PEKTUBHOM KOJIUYCCTBE, KOTOPOE, KaK MpaBU-
JI0, MIPEJICTABIISICT COOOH BHICOKYIO J03Y, T.C. 0 MECHBIICH Mepe, WK MPUMEPHO, WK poBHO 50 Mr/meHb. Jlaxe
€CJIN MaKCHMAaJIbHAs J103a B JCHCTBUTEIHLHOCTH HE MPEIyCMOTPEHA, MOCIEAHsSA, KaK MPaBHIIIO, HE JOJDKHA Ipe-
Beimath 500, 600 wru 700 Mr/meHp. ITO MO3BOJSICT HAONIONATh YIIYUYIICHUES COCTOSIHUS TMAIUCHTA W/HIIU OCTa-
HOBKY WU 3aME]JICHUC YXYAUICHUS COCTOSHUS MAI[UCHTA.

Takum 00pazoM Bpad MOXKET OIPEAETUTh 03y B 3aBHCHMOCTH OT Beca MalMeHTa. B 4acTHOCTH, MaIleHTy
BBOJUTCS [103a, 10 MEHBIIIEH Mepe paBHas | MI/KI/AeHb, TPEIMOYTUTENLHO 3 MI/KT/IeHb, PEANOYTHTEIHLHO 5
MT/KT/IeHb WJIH 110 MEHbIIIEH Mepe paBHas 7,5 MI/KT/IeHb, WK Jaxe npuMepHo 10 Mr/kr/neHs.

Takum oOpazom, mamuerTam BBoautcs oT 50 mo 700 mr OWoTHMHa B JeHB, Kak mpaBuio, oT 50 mo 500
Mmr/menb, uiu ot 50 mo 600 mr/nens, 6onee npenmoututeibHo oT 100 10 300 Mr/neHb, Kak MPaBUiIo0, MPUMEPHO
300 mr/nenp. Takum 00pazom, MOKHO BBOJUTH IO MEHBIIIEH Mepe, WK MPUMEPHO, WiiH poBHO 50 Mr/meHs, 60-
Jiee MPEIMOYTHTENILHO [0 MEHBIICH Mepe, WM IPUMEPHO, Wid poBHO 100 MIr/IeHs, MM IO MEHbBIIEH Mepe, WiH
NPUMEPHO, WK poBHO 150 MI/1eHb, WK Aaxke Mo MEHbIIEH Mepe, WM NPUMepHO, Wi poBHO 200 Mr/neHs, Hin
MO0 MEHBINIEH Mepe, WM MPUMEPHO, WK poBHO 250 MT/IeHb, WM MO MEHBIICH Mepe, WU IPUMEPHO, FIIH POBHO
300 Mr/meHs.

B 01HOM KOHKPETHOM BapHaHTE OCYIIECTBIICHUS, KOTOPBIN SBJISACTCS MPEANOYTHTEIBHBIM (B YaCTHOCTH,
BBUJY YA00CTBA MPUMCHCHHUS MMAIUCHTOM), OMOTHH HaXOJHUTCSA B (pOpPME, MMPUTOTHOMN JUIST OPATHHOTO BBEICHUS.
Takum 00pa3zoMm, 3TO BKITIOYAET B ceOs KOMIIOZHITUIO ISl OPAIFHOTO BBEJCHHUS, KOTOPAasi COEPIKHUT IO MEHBIIEH
Mepe 20 MT, TIPeANOYTHTEIHHO 10 MEHBIIEH Mepe, WM MPUMEpPHO, Wik poBHO 40 MT OMOTHHA, WU JaXKe IT0
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MEHBIIEH Mepe, WK IPUMEPHO, WU poBHO 50 Mr, Mo MeHbIIel Mepe 7, WU NPUMEPHO, WU POBHO 5 MT, IO
MeHbIIEH Mepe, WU IpUMepHO, uiaK poBHO 100 Mr, Mo MeHblIeH Mepe, WM NPUMEPHO, Uin poBHO 150 Mr mwm
10 MEHBIIIEH Mepe, W IPUMEPHO, U POBHO 250 Mr OMOoTHHA. DTa KOMITO3UIIUS SBIISIETCS MPEAMOYTHTEIHHON
U1 (papMareBTUIeCKOT0 MPUMEHECHHS W TO3TOMY SBISETCS JICKapPCTBEHHBIM cpercTBoM. CiemyeT MOHHMATh,
YTO KaXKJasi eIUHAYHAS 1032 3TOH KOMITO3UIIMK COACPIKUT 10 MEHBIIEH Mepe, TN PUMEPHO, WK poBHO 20 MT,
MPEIIIOYTUTENFHO 110 MEHBIIEH Mepe, WM IpUMepHO, Wil poBHO 40 Mr, WM Aake 10 MEHBIIEH Mepe, WiIn
MIPUMEPHO, WK poBHO 50 MT, IO MEHbBIIEH Mepe, WK MPUMEPHO, Wik poBHO 100 MT, 10 MEHBIIEH Mepe, WiIu
MIPUMEPHO, WIIA pOBHO 150 MT MK MO MEHBIIEH Mepe, WM PUMEPHO, Wi poBHO 250 MT OMOTHHA B KadecTBe
AKTUBHOTO MHIPCIAUCHTA.

O0mmas 103a 6noTHHA MOXKET OBITH BBEICHA 32 OJIMH IIPHEM B JICHB, JTHOO0 32 HECKOJIBKO ITPUEMOB B JIcHb. B
YaCTHOCTH, OMOTHH MOXKET OBITh TIPUHST 3a IBa-TPU IpUEMa B JIcHb. [IpenoYTUTEeNEHO, YTOOBI pHUeM OHOTHHA
OCYIIECTBIISUICS. BO BpeMsl, OJIM3KOE K MPHEMY IHIIH, U YTOOBI KOJIMYECTBO OMOTHHA OBLIO, 1O CYIIECTBY, OJH-
HAKOBO TPHU KAKIOM TIPUCME.

CrenyeT OTMETHTh, YTO ONMCHIBAEMBIC 37IECh OOJIE3HH SIBIISIFOTCS XPOHMYECKUMH 3a00JI€BaHUSIMH, KOTO-
pBIe CO BpeMeHeM yxyamaroTca. [1o3ToMy mpeanodYTuTensHo, YTOOH JIeueHIHe OMOTHHOM OBUIO TOJTOBPEMEH-
HBIM, YTOOBI OBITH HamboJee dPPEKTUBHBIM U CTAOMIN3UPOBATH JIIOOBIC YIIYUIIEHUS, KOTOPHIE OHO BBI3BIBACT.
CrnenoBarenbHO, MPEANOYTUTENHFHO, YTOOBI YKa3aHHOE JICUCHHE OMOTHHOM HMEINO MPOIODKUTEIHFHOCTh HE Me-
Hee 3 mecsneB. KpoMe Toro, mpeamodTuTeNnsHO, YTOOB! YKa3aHHOE JIedeHne OMOTHHOM MMEJIO TPOIOIDKHUTEINb-
HOCTBH He MeHee 6 MmecsreB. Kak oTMeuanocs, Takoe JeUeHne MOKET OBITh MIPOAJICHO Ha BO3ZMOXKHO Ooiee JoI-
TUI CPOK, YTOOBI YCHIIUTH YJIYYIIICHUS, BRI3BAHHBIE OMOTHH M CTA0MIIM3UPOBATh TeparneBTHdeckrue 3P ekt B
YaCTHOCTH, YKa3aHHOE JIUeHHE OMOTMHOM HMMEET NPOJOJDKUTEIBHOCTh HE MeHee OoxHOro roxa. Jms nmedenus
HET NPeyCMOTPEHHOTO CPOKa, M 0’KMJAETCs, YTO MalMeHT OyaeT NPUHUMAaTh OMOTHH BCE BPEMs, ITOKa OH OyeT
Heo0xoauM 1 OyJeT yIydIiaTh Wi cTabMIN3UpOBaTh COCTOSHHE ITAIlEHTA.

B o1HOM KOHKpETHOM BapHaHTE OCYLIECTBJICHHS 3Ta KOMIO3UIMS JUIS OPaJbHOTO BBEICHUS COIEPIKUT
OMOTHH KaK CAMHCTBCHHBIN aKTUBHBIN HHIPEIAUCHT, & TAKKE IKCIIMITUCHTHI 0€3 KaKOT0-T100 JPYyroro akTHBHOTO
WHTPEIUCHTA.

TepmuH "dKCIUIHUEHT" ClieIyeT MOHUMATh KakK JI000e COeNMHEHHUE, SBIISIONICECs YacThi0 COCTaBa, KOTO-
poe IpegHa3HaueHo JJIS OCYIIECTBIICHHS MIPOCTON MOIEPIKKH, T.€. U1 KOTOPOTO HE IpeAToiaraeTcst Onojoru-
YECKOH aKTUBHOCTH.

DTa KOMITO3HIINS MOXET OBITh B JII000H (hopMe, M3BECTHON HA CYNIECTBYIOIIEM YPOBHE TEXHUKH. B dacT-
HOCTH, OHa HaXOAWUTCS B JOpPME KETATHHOBBIX KaIICyJI, TAOJIETOK (TIpH HEOOXOIMMOCTH C TUIEHOYHBIM ITOKPBITH-
€M), TIIUTIONG WA TaOJIeTOK JUIs paccackiBaHUs. B IpyroM BapwaHTe OCYIIECTBIICHUS OHA HAXOAWUTCS B (opme
cupona. YKa3zaHHBIH CHPOIT COJEP)KUT KOIMYECTBO, B KOTOPOM COJEPIKUTCS [0 MEHBLIEH Mepe, MM PUMEPHO,
WA poBHO 20 MT, MPEIIOYTUTEIHHO IO MCHBIICH Mepe, WU IPUMEPHO, WK POBHO 40 MT, WM JTa)Ke IO MCHb-
el Mepe, WIKM IPUMEPHO, WM poBHO 50 Mr, MO MEHbILIEW Mepe, WM NPUMEPHO, WIU POBHO 75 MT, WIH 1O
MEHBIICH Mepe, WK PUMEPHO, iwiau poBHO 100 Mr OMOTHHA Ha eAMHUILY JO3bl. KOHIIeHTpanus OHOTHHA B 3TOM
CHPOIIE 3aBUCHT OT €IMHUYHOM J03BI, KOTOPYIO )KEJIATEeIBHO aTh IMalleHTY.

OKCIUMIHUEHTH, KOTOPBIE MOTYT OBITh HCIIOJB30BAHBI KBATU(HUIIMPOBAHHBIMH CIICIIHAJIICTAMHU B JaHHOW
001acTH TEeXHUKH, XOPOIIO MU3BECTHHI Ha CYIIECTBYIOIIEM YPOBHE TEXHHKH. Tak, MOTYT OBITh MCIOJIB30BaHBI
tanpk (E553b), MUKpokpUCTAIITMYecKas [EUII0NI03a, JJaKT03a, MaHHO3a, KpaxMan (B 9aCTHOCTH, KyKypy3HBIH
Kpaxmain), maraus creapat (E572) u creapunoas kuciiota (E570). DTOT criMCOK HE SBIISAETCS UCUESPIIBIBAIOIIIHM.

B ciydae, eciii 3Ta KOMITO3UIHSI TOTOBHUTCS B (pOpME HKETATHHOBBIX KaICYJ, IPEANOYTHTEIHHBIM SKCITH-
MUCHTOM SIBIISICTCS MUKPOKPHUCTAILTHYCCKAsSI [ISILTI0I03a.

B cnydae, eciii KOMITO3UIHsI HAXOAUTCS B (hOpMe TAOJIETKU € TUICHOYHBIM TTOKPBITHEM, YKa3aHHOE ITOKPHI-
THE MOXET OBITh CPOPMHUPOBAHO U3 JIIOOOTO BEIIECTBA, M3BECTHOTO Ha CYIIECTBYIOIIEM YPOBHE TEXHMKH, Ha-
npumep u3 runpomennoss! (E464), stunnenonossl, Makporoina, tanska (ES53b) muoxkcnna turana (E171) wim
okcupa xenesa (E172).

AKTHBHBIA MHTPEIUCHT MOXKET OBITh TaKKe OKpamieH (JIFOOBIM JOIMYCTUMBIM KPacHUTENeM, TAKUM KaK KO-
IIEHUITB), YTO TI03BOJISIET YAOCTOBEPUTHCS, YTO OMOTHH XOPOIIIO pacpeieIieH B 00beMe SKCIUIIICHTA.

dopma ¢ MEIJICHHBIM (MU C MEIJICHHBIM IPOJIOHTHPOBAHHBIM) BBICBOOOXICHUEM MOXKET TakkKe OBITh
MPEeTyCMOTPEHA, YIUTHIBAasi KOPOTKOE BPEMSI TIOTYKU3HH OMOTHHA B IIa3Me (IpuMepHo 2 9).

VYxazaHHBIC KOMITO3UINH C MEIJICHHBIM BBICBOOOKICHNEM M3BECTHBI HAa CYIIECTBYIOIIEM YPOBHE TEXHHUKH
1 ommcankl, B yactHOocTH, B WO 2011/077239. B yacTHOCTH, YKa3aHHBIE KOMIIO3HUIINH C MEJJICHHBIM BBICBOOOK-
JICHHEM MOTYT BKIIIOYATh B ce0S MaTPHUIly C MEIJICHHBIM BBEICBOOOXIEHHEM, COEPIKAIITYI0 OMOTHH B OTAEIHHO-
CTH WJIM BMECTE C OJIHUM HITH HECKOJIBKUMU aKTUBHBIMU UHTPEIHCHTAMH.

B KOHKpETHOM BapuaHTe OCYIIECTBICHUS KOMIO3UIMS C MEJUICHHBIM BBICBOOOXKICHHEM BKIIIOYAET B ce0s
MaTpHIly, JOIMYCKAIOUIyI0 HEMEAJICHHOE BBICBOOOXKICHNE, IPUYEM YKa3aHHas MaTpHUIlAa COJIECPKUT OMOTHH B OT-
JICNTBHOCTH YT BMECTE C OJJHMM WIJIM HECKOJIBKUMHU PYTHMHU aKTHBHBIMH WHTPEIUCHTAMU, & MEJUICHHOE BBICBO-
00X ICHHEM JOCTHTACTCs IyTeM MOIU(BUKAIIMHA MATPHUIIBI WM MOKPBITHUS.

TakuM 00pa3oM, KOMIO3UIINS ¢ MEJICHHBIM BBICBOOOKICHUEM MOXKET 00ECIIEUYNTh HEMEIUICHHOE BBICBO-
OoXxeHne, a Takke nHOe (MENIEHHOE) BEICBOOOXKICHNE ONOTHHA.

B ompeneneHHOM BapHWaHTE OCYIIECTBICHHS MEIIEHHOE OCBOOOXKICHHE MOXET OBITh JOCTUTHYTO C IIO-
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MOIIIBIO CHCTEMBI BBICBOOOKICHUSI, pabOTalOIIeii 3a cHeT ocMoca.

B npyrom BapuaHTe OoCymIECTBICHHS KOMITO3MIMS C MEIUICHHBIM BBICBOOOXICHHEM BKIIIOYAET SIpO, CO-
Jieprkariee OMOTHH, HEOOSI3aTEbHO, OJWH WM HECKOJIBKO aKTHBHBIX WHTPEANECHTOB M, HeoOs3aTenbHo, (hapma-
HEBTHYECKHUI(ME) SKCIUMUEHT(BI), M OJWH WM HECKOJIHKO BHEITHUX CJIOEB, IPHYEM BHEIIHHE CJIOM COCTOST U3
OJTHOTO WJIN HECKOJIBKUX areHTOB MEJICHHOTO BHICBOOOKICHUSI.

B nmpyrom acrmiekte OMOTHH MOXET HaXOIUTHCS B (hopMe, TO3BOIISIONICH OCYIIECTBIATE BBEACHUE ITyTeM
WHBEKINHU: 3TO MOIPa3yMeBaeT HHBEIUPYEMYIO KOMITO3UIINIO, COIEPKAIIYIO 10 MEHBINEH Mepe, WIIN IPUMEPHO,
e poBHO 20 MT, IPEAMOYTUTEHHO M0 MEHBIIICH Mepe, Wi IPUMEPHO, WU POBHO 40 MT, MM Ja)ke 10 MEHb-
niei Mepe, UM MPUMEPHO, WK PoBHO 50 MT, 110 MEHbIIEH Mepe, UM IPUMEPHO, WX POBHO 75 MT, 110 MEHbIIEH
Mepe, WK NpUMepHO, Wiu poBHO 100 Mr, mo MeHsIIeH Mepe, I NPUMEPHO, WK poBHO 150 Mr unu no MeHs-
IIeit Mepe, WM MPUMEPHO, WK poBHO 250 Mr OMOTHHA Ha €AWHUILY JIO3BI.

Ora nHBeNUpyeMas KOMIO3UIMS MOXET HaXOoIuThesl B opme drakoHa, comepixariero OMOTHH, a TaKKe
npueMiIeMble SKCIMNHUEHThl. KoHIeHTpanus OMOTHHA KOPPEKTHPYETCS B COOTBETCTBHM C IIPEIIIOJIAracMbIM
00beMOM (iakoHa. MOKHO HCIIOJIB30BAaTh HEKOTOPHIE SKCIUIIMEHTEI, YITy4IIaoIne pacTBOPUMOCTh ONOTHHA.

OKCUUMHUEHTH!, KOTOPbIe MOTYT OBITh HCIIOJIB30BAHBI IS IIPOU3BOCTBA HHBEIUPYEMBIX KOMITO3HUIINH, XO-
POIIIO U3BECTHHI HA CYIIECTBYIONIEM YPOBHE TEXHHUKH. B 4acTHOCTH, MOKHO YHOMSHYTH HaTpus (ocdar, HATpHA
ruapokapbonar (E5501), merunmaparunpokcudensoat (E218) u npormmnmnaparuapoxcudensoar (E216), kotopsie
MOJKHO HCIOJIb30BaTh B COUYETAHUH APYT C IPYTOM B MPOTIOPIHH, KOTOPBIE MOTYT OBITH OIIpEAeSICHBI CIICIIHAIH-
CTaMH B JIaHHOW 00JIacTH TeXHUKHU. Vcrnombp3yemas BoJa mpencTaBisier co00i Bomy i MHbEKIMA. VHBEKITHS
MPEIOYTHTEIFHO IPOU3BOAUTCS BHYTPUMBIIICTHO. OHA TaKkKe MOXKET OCYIIECTBISATHCS BHYTPHBEHHO.

Ipumepsr

IIpumep 1. Jleuenue AJIC

[Maumenry, crpanaromemy AJIC, naBanu Beicokue 10361 OnoTrHa (100 Mr Tpu pasa B ieHb) U ITOKa3ajH He-
KOTOPYIO CTaOMIIN3AIMIO eT0 HapyIICHHUH.

VY aroro 47-netHero MykunHbl B (eBpase 2013 r. Havanu Habmronarscs cumntombl AJIC B Buze TpyaHoO-
CTSIMH C PEYbIO, B YaCTHOCTH B BHJIC MEIJICHHON W HEBHATHOH pedn. B TeueHWe HECKOIBKHX MECAICB pedb
CHWJIBHO YXYJIIajach, a 3ateM JjietoM 2013 r. manueHT Hadajd HUCIBITHIBATh CIIA00CTh HIDKHEW KOHEYHOCTH, a
TaKkXKe HEKOTOPYIO0 O0NIb B HIDKHEH 9acTH CITUHBI, MHOTIa HPPAAUUPYIOMIYIO B HOTH. AHAIN3 3JIEKTPOMHOTPaM-
MBI CBHIETEIHCTBOBAI O AN PYy3HBIX HEHPOTECHHBIX M3MEHEHUAX (HOPIIUIIIIMOHHOTO TIOTeHIHana. beumn 3ape-
TUCTPUPOBAHbI (DacUKyJAIMK. brorncust mpaBoro kBanpuiernca (HosO0ps 2013 r.), mpuBena K 3aKJIIOYEHUIO O
"HeliporeHHon atpodun” Ha MoMeHT ordera. KK (kpeaTnH KWHAa3a) MEPHOIMYECKH IOBHIMIATIACH IO YPOBHS
npumepHo 350-500. Pe3ynpraThl Apyrux BHEIIHUX WUCTBITAHUN OBIIIM OTPUIATENBHBIMU: CEPOJIOTHUECKUN TECT
Ha 00JIe3Hb JlaiiMa, TecThl Ha aHTHTesa K BUY, skcTparupyemsle siiepHble aHTUTCHBI, aHTHTENA K alleTHIIXOJHU-
HOBOMY peuenTtopy, antutena k MuSK, anturena k rauriano3unaMm GM1, reHHbIN TeCT HA MUOTOHUYECKYIO IHUC-
Tpoduio THna 2: oTpunaressHo. Acnanoranrianosu GM1: uyTh Bblle BepxHero npenena HopMma. [lo3urponHo-
SMHCCHOHHAs KOMITBIOTEpHAsi TOMOTpadusi:

oTpHIaTeNIbHO Ha MOMEHT oTdeta. MPT Mo3ra ¢ koHTpacToM:

OTpHUIATEIbHO HA MOMEHT oTtdeta. MPT moscHMYHOTO OTHena MO3BOHOYHMKA: OTPHIIATEIFHO HA MOMEHT
otueta. ['eHHBIH TecT Ha Ooe3Hs KeHHeaw nan oTpuIlaTeIbHbIN pe3ynbTar.

CocTosHIE MalueHTa MPOA0JDKAI0 YXYIIATHCS, U PA3BUIOCH PECITUPATOPHOE PACCTPOHUCTBO, Tpedyromee
TPaxeoCTOMUU W MEXaHMYeCKOH BeHTW UK B Tedenue 2015 r. B monmomHenwe k ciaboctu y Hero Habmoma-
JIFICh MHOKECTBEHHBIE (allMKYISIINHN B 4-X KOHEYHOCTSIX, KOTOPBIE Ha 3TOM dTare npekpatiwinck. [Ipu obenemo-
BaHUM B ceHTs0pe 2015 1. OH mMen B pykax 2/5 MOTOpHOU cuitel (cmabee Ha TpaBoi cTOpoHE) U 3+/5 B mpen-
IUICYBSIX M KUCTSAX. B €ro HWKHUX KOHEYHOCTSIX: KBaJPHUIETCHI 2/5, MOAB3AOIIHO-NOSCHIUYHBIE MbIs! 0/5,
nepenHue OOJBITEOEePOBBIE U HKPOHOXKHBIE MBIIIBI OT 2/5 no 1/5 GunarepansHo. Ero peduexcs Obun rure-
PaKTHBHBIMH B BEPXHHX KOHEYHOCTSIX, HO OTCYTCTBOBAJIHM B HMIKHUX KOHEYHOCTSAX C OTPHLATEIBHBIM CHMIITO-
MoM baGuHckoro.

Jleuenne OonoruaoM 100 Mr Tpu pasa B neHb 0610 Havato 11 centsiOps 2015. Ha ToT MoMmeHT apyrue Je-
KapcTBa BKIIIOYAIH TIIyTaTHOH, a3UTPOMUIIHH, JIAPOCKOPOWH, 3YTHPOKC, MYKOCOJIBaH, TIPOOHOTHKH, TPUIITH3OI
(amurpunTtima) 40 Mmr, 3om0¢Tt 50 mr, nokcukuuiaua 200 Mr, 3unpekca 7.5 mr, omera 3, Butamud E 500 Mr u
pury3ox 50 mr. Ilpuem Beex 3THX JeKapcTBa OB HAYAT HE MEHee YeM 3a IIeCTh MECSAIIEB JI0 ATOTO.

Hespoutor, ceMbsi ¥ MalMEHT 3aMETHIIH CTAOWIIH3AINIO CIIa00CTH KOHEYHOCTH U TJIOTaHus Tocie 3 u 6 Me-
CAIIEB ¢ HEOONBITUM IOJIOKHUTEITHHBIM 3(PPEeKTOM: OBIIIO OTMEYEHO HEOOJBIIOE YIYYIISHUE MBIIIEYHONW aTpo-
(UM B HIKHAX KOHEYHOCTSX W YBEIHUEHHE MEPEHOCHMOCTH (HU3MUYECKON Harpy3ku npu ¢usmnorepamnnu. Bec
Tella TaleHTa HECKOIBKO BO3poc. J[pIxaTenbHbIe CIIOCOOHOCTH, O-BHIMMOMY, HECKOJIBKO YITy4YINWIINCh: MalH-
€HT MOT' OTKJIIOYATh anmnapaT NCKyCCTBEHHOW BEHTWIJILMM HA OJMH Yac B JICHb ITOCJIE TPEX MECSIEB JICUCHUS, a
3areM Ha 4 4 B JIeHb Tociie 6 Mecses JiedeHus. [IppuMeyarensHo, YTO MAalMEeHT 3aBUCEN OT almapara UCKycCT-
BEHHOW BEHTWISALMK 24 4 B CyTKH B HayaJle JICYEHHs, IOATOMY IIPOrPECCUPYIOIIee COKPAIleHHE TOTPEOHOCTH B
MEXaHUYECKOH BEHTWISIIMM MOMET pacCMaTpHUBaThCs KaK 3HAYNTENHbHOE YBEIMUCHHE CHJIBI JBIXaTEIbHBIX
MBIIII.

IIpumep 2. UccnenoBanus AJIC Ha )KUBOTHBIX

Tpancrennsie mpim SOD1 (G93A) npenacTaBisiioT co00il MOAXOIANIYI0O MOJEh IS BHITIOJTHEHHS Clie-
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JIYIOIIETO SKCIUIOPATHBHOTO HCCIICIOBAHUS.
VY MbImm pazBuBaeTcs 3aboneBanue, cxoaHoe ¢ AJIC (moTeps Beca, IPOTrPeCCUPYIOIIN mapaing).
3aboneBanne HaunHaeTcs ObicTpee (110 gaelt mpoTus 8§,5/9 MecsieB) u pa3BuBaeTCs ObBICTpee (CMEPTh Ha-

cTymaer 3a 5,5 mecsreB npotus 14 mMecsies), ueM B Apyrux SOD-Moaensx.

KoropTs! SBISFOTCS OYSHD OHOPOIHBIMH C TOYKH 3PEHHSI TPOTPECCUPOBAHUS OOJIC3HH.

[Ipemmaraemas sKcriepuMeHTAIbHAS TPOBEPKA KOHIICTIITUH:

Oddexr 6motuHa onennBaercs Ha SOD1(G93A)-MpIIax B OTHONICHUH KIMHHYECKON 3(P(EKTHBHOCTH C
TOYKH 3PCHHUS YBEIMUCHHUS MBIIICYHON CHUJIBI M TOBBIIICHHUS Beca Tela.

"Knunuueckas" oneHka:

10 tpancrennsix SOD(G93 A)-Mmbiieit

2 rpymIbl U3 5 MEIIIei: 6e3 BO3ICHCTBHS U ¢ BBEJCHUEM OMOTHHA (CICIUANTN3UPOBAHHAS JHETA)

Hcnonp3yemas no3a cocrasisieT okoyio 30 MI/Kr/neHs, 4To 3KBUBAICHTHO Y€JIOBEYECKOH 1103e oT 5 1o 10
MI/KI/0€Hb

buoTtun cmeman ¢ cyxoi numen

"Kimmandeckuit" ocMOTp: CHavYaa OJMH WJIM JIBa pa3a B HEJEI0, 3aTeM OJIUH pa3 B ICHb

BEC

TECT Ha 3aXBaT (MBIIICYHAS CHUIIA)

HaJaJo JICYCHHS: B MAKCUMyMe Beca (Bo3pacT MBI okoio 110 mHeit)

B Bo3pacte mpumepro 150 mHel MBIIH, HE MOMYYaBIIAE JICUCHHSI, OOBIYHO JEMOHCTPUPYIOT CHIDKCHUE
Beca Tena Ha 10% ¥ cHIKEeHHE MBIIEYHON CHITE Ha 35%.

Jleuenue nponokaeTcs BIUIOTh 10 CMEPTH KUBOTHBIX (MpuMepHo 170 nHel asist Mbliiei, He ToTy4YaBIINX
JICUCHUST), YTOOBI OLEHUTH YPPEKT B OTHONICHUN BEDKUBAHHS.

BbuM BEITIONTHEHBI TUCTOMATOJIOTUYECKHE aHANM3EI (OKpalluBaHHe MO HWCCIIo A OIEHKH KOJHMYECTBa
MOTOHEHPOHOB, ACTPOTIIN03a, MUKPOTIIHO3a, MOSICHUYHOTO OT/IeJ)Ia CIIMHHOTO MO3Ta).

Takum 00pa3oM, 3TOT HMpPUMEP MO3BOJIECT OICHUTH BO3ACHUCTBHE BBICOKOJO30BOTO JICYCHUS OHMOTHHOM C
TOYKH 3PECHUS YIyUIICHHUS KIMHAIECKON KapTHHBI U YMEHBIIEHHS CMEPTHOCTH MOTOPHBIX HEHPOHOB.

OTa TUHUS TPAHCTEHHBIX MBIIICH JTOCTYITHA HA KOMMEpUYECKOi ocHOBe (B wacTHOCTH, B Jackson Laborato-
ries http://jaxmice.jax.org/strain/002726.html).

IIpumep 3. Hcmosb3oBanne OMOTHHA B JICUEHWH XPOHHUYECKOW BOCIAIMTEIHLHOW JEMUCITHHU3UPYIOMICH
MOJIMHEUPOTIaTUH.

MoskeT OBITh TIPOBEJACHO KIMHUYECKOE WCIBITAaHWE s omperesieHus: d3pGEeKTUBHOCTH W 0€30TacHOCTH
OnoTHHA B OOJNBIIMX JI03aX IO OTHOIICHUIO K MOTOPHOW M CEHCOPHOH MPOBOIUMOCTH y MAIUCHTOB, CTPAIar0-
MIMX JCMUCIHHU3UPYIOMICH MONUHEHPONaTHEH, Ha TAIMCHTAX ¢ XPOHHYCCKOW BOCHAIUTEIFHON TEMHUCITHHI3H-
pYIOIIEH MONMHEHpOoIaTHe KaK Ha KIMHUICCKOHM, TaK U Ha HEHPO(PU3UOIOTHICCKONH OCHOBE TCHETHUCCKH JI0Ka-
3aHHBIM auarHo3oM Ilapxo-Mapu-Tyra Tuma 1A nonuHelponaTued, CBA3aHHOW C aHTUTENaMU K MUEIIUH-
ACCOIMMPOBAHHOMY TJIMKOTIPOTCHHOMY.

KpurtepueM BKITIOYCHHUS TaKXKeE SIBICTCS YXYALICHHE IEKTPOGU3NOIOTHUSCKUX MapaMEeTPOB 3a MOCIE-
HHUE TPH TOAA.

OCHOBHOM KOHEUHBIH TTOKA3aTeNb NMPECTABISIET COOOM OTKIIOHEHHE OT 0a30BBIX 3HAUCHMH K 48-1 Hemene
10 MEHBIIEH Mepe ABYX U3 YETHIPEX KPUTEPUEB IEMHUCITNHU3AINN:

CKOPOCTb TIPOBENICHIS [0 ABUTATEIHHBIM HEPBAM,

JUCTabHAs JIATCHTHOCTH,

JIATEHTHOCTH F-BOJHEL,

JUTHHA TIOTCHIIAJIA IBUTATEIBHBIX HEPBOB.

Bocemb HEpBOB OICHUBAIOTCS MO ATHM 4 mapameTpaM. M3MeHeHHe CUMTaeTCs 3HAYUTEIBHBIM, CCIIH TI0-
cienHee 3HaueHue Ha 10% mydie mo cpaBHEHHUIO ¢ 0a30BBIM 3HAYCHHEM IS 2 U3 4 MapaMeTpoB B CiIydae IO
MeHbIIeH Mepe 3 HepBOB U3 § HCCIeayeMbIX HEPBOB.

BropuyHbIii KOHEYHBIH [MOKA3aTeNb NPEACTABISIET CO00 OTKIIOHEHHE 0T 0a30BBIX 3HaYeHMH K 48-i1 Hene-
ne 6amroB mo mkane ONLS (o0mas mkara HeBpormaTndeckux HapymeHuit), mo mkane MRC, INCAT, pe3ynbTa-
TOB ITOCTYpOMETpPHUH, TECTa Ha Bpems mpoxonaa 10 M, 6-MHHYTHOTO TecTa Ha X0Ab0y, MUHUMAIBFHOTO M MaKCH-
MaJIBHOTO TIepHOAa aOCOIIOTHON pedpakTepHOCTH, pedpaKkTepHOCTH, CYNEPHOPMAIBLHOCTH, BPEMEHHON KOH-
CTaHTHI COOTHOIIEHHS " CHITa-TTPOIOJKUTEILHOCTE ", peobassl (cM. Tabd. 1).

BropuuHbIe KOHEUHBIE ITOKA3aTEIH OIEHUBAIOTCS MO OTKIOHEHUSAM OT 0a30BBIX 3HAYCHHUU BIDIOTH A0 48-i
HEJIeH.

BuoTHHOBBIE KANCYJIbI

Hccrmenyemblii mpemnapar COCTOUT W3 Kamncyi, cogepkammx 100 Mr OMOTHHA M SKCIUIHEHTHI (JaKTO3Y,
MAarHUs cTeapaT, HaTPUs KPOCKAPMEII03y, KPEMHHS OKCH]T).

Pe:xxum n03upoBKH

PexuM 103upoBKH cOCTaBisIeT 1 Kamncyiy TpH pas3a B JIcHb (OJUH YTPOM, OJUH B MOJJICHb M OJWH Beue-
pom) (300 Mr/meHs).

ITpumep 4. Vicnionp3oBanne OnoTuHa B ieueHnn 6ose3nn [llapko-Mapu-TyTa

JIByM marmmenTaMm ¢ neMuennHu3upymoomeid oonesnpto [llapko-Mapu-Tyra (IIMT) maBamu 6motur 300
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MT/IICHb.

36-nernemy nauuenty ¢ lIIMT1a naBanu Beicokue 10361 6notuna (100 mr 3 pasa B nens). Hukaxoro npy-
TOT0 JICUYCHUS HE IPUMEHSAIIOCH.

[TanmenTa KIMHAYECKHA 00CTIEA0BAH, HCIIONIB3Ys 6-MUHYTHBIH TeCT Ha X0ab0y. [Tociie 9 mecseB nedeHus
MaKCHMaJbHas TIPOMIeHHas JUCTaHINA yBemmamiach Ha 100 M.

31-nernemy myxxuute ¢ [IIMTI1E (penkast hopma nemuenuausupytomieii [IIMT, conpoBoskaaromniasics mo-
Tepei ciryxa) naBanu BeIcOkHe 10361 onoTrHa (100 Mr 3 pasza B neHs). Hukakux apyrux npenapaToB HE MpUMe-
HAJIOCh. Pe3ynbTaT 6-MUHYTHOTO TecTa Ha X0Ap0y cocTaBisut 396 M B MOMEHT Hadalia JIedeHHsI.

Uepes 3 mecsina pe3yapTaT 6-MUHYTHOTO T€CTa YJIyUIIUICS U COCTaBHI 515 M.

UYepes 9 mecsiieB 6-MHHYTHBIH TecT Ha X0p0y MO-TIPEXHEMY JaBall YIy4IICHHBIH pe3yibTaT, COCTaB-
nsromuit 490 m.

UYepes 12 mecsiueB 6-MUHYTHBIN TECT Ha X0AbOY MO-TIPEXXHEMY JaBaj YIy4IICHHBIH Pe3ysbTaT, COCTaB-
nsromuit 480 M.

UYepes 18 mecsiueB 6-MUHYTHBIN TECT Ha X0AbOY MO-TIPEXXHEMY JaBaj YIy4IICHHBIH Pe3ysbTaT, COCTaB-
TSI 483 M.

ITo mpomecTBum 24 MecsIeB pe3yabTaT 6-MUHYTHOTO TE€CTa JOMOJHUTEILHO YIIYYIIUICS U cocTaBui 580
M.

Pe3ynbTaThl 6-MHHYTHOTO TecTa Ha X0Ap0y y 3TOTO MAaIMEHTa SIBHO MOKa3add HEKOTOPOE YIIydIIEeHHE I10
CPaBHEHHUIO C ITOKA3aTEeJIAMH 0 JICUCHHUS.

IIpumep 5. Vicnionp3oBanre OMOTHHA B JICYCHUH JPYTHUX O0Je3HEH

BrotuH MoeT OBITh MCIOJIB30BaH B JICUCHUH ONTHKOHEBPOMHMENIUTA C IPUMEHEHHEM TOTO XK€ PEeKUMA,
KOTOpBIH ObUT onKcaH B npuMepax 1 u 4.

KoneuHbIM mokasaresieM CITyKHJIM YaCTHYHOE BOCCTAHOBJICHHE M YIYUIICHUE 3PEHUS WM JBUTATEIBHOM
cuibl. Tpem nmanmeHTaM JaBayv JICYeHHUE, M UX 00CIeoBalll Kaxkple 6 MECALeB Ha MPEAMET OCTPOTHI 3pEHHS
(O3) u mpoBOaWIM KIMHUYECKUH OCMOTp, BKIIOYAsh U3MEPEHUE JABUTATEJbHON CHUIIBL. Pe3ynbTaThl CUMTAIUCH
TIOJIOKUTEIBHBIMU B CiTydae yiydireHnus O3 1o MeHbIner mMepe s 5 OyKB, COMPOBOXKAAEMOTO JFOOBIM yITyd-
IIEHUEM JBUTATEIbHON CHIIBL.

Pe3syabTaTsl

ITammenr 1.

VY 46-neTHero MyXX4uHBI ObUI JHAarHOCTHPOBAH ONTHKOHEBpPOMHMENUT. [lepBblil 31301 HEBPHUTA IPABOTO
3puTeNnbHOTO HepBa mpowusomen B 2006 T. 3a 3TUM mocnenoBaio oboctpeHue B Buae terpammierud B 2009 r. ¢
TIOJIOKUTEIBHBIM pe3ynbTaToM Ha anTH-OHM antutena. Ha MoMeHT Havana JieueHHs: OMOTHHOM HEBPOJIOTHYE-
cKoe oOciieioBaHue 1MoKa3ao: ocTpoTa 3peHus 7/10 Ha jieBoM a3y M Ha ypoBHe '"mojcyera HajbleB” Ha Ipa-
BOM TJIa3y; MBIIIEYHAs CIa0OCTh MPaBOi BEpXHEH KOHEYHOCTH NpH IMokazateine 1/5; c1abocTh HMKHUX KOHEY-
HOCTEH IpH mokazatelsix oT 3/5 no 4/5. IlarmenT He Mor X0oauTh. bruto HavaTo nedenune 6noruroM (100 Mr Tpu
pasa B neHb). Uepes Tpu Mecslia ManyeHT 3aMeTHI HEKOTOPOe YIIy4IeHHE BIKCHHUIH MPaBOW PYKH; 3TO yiIyd-
meHne OBLIO MOATBEPKACHO depe3 9 MecsleB, M NalMeHT W HEBPOJIOT 3aMETWJIM YBEJIMUYCHHE CHIIBI MPAaBOH
HIDKHEH KoHedHOoCcTH. [locne 24 mecsieB nedeHust coo0IIanoch, 9YTO MAMEHT MOKET XOAUTH C IBYMS KOCTBLIA-
MU U ¢ IoMo1bto ¢usnorepaneBTa. OCcTpoTa 3peHHs Ha TPaBOM IJIa3y HeMHOTo yaydmimiack 1o 0,25/10. Jleue-
HHE 04YEHb XOPOILIO IEPEHOCHIIOCH.

ITamuenr 2.

Or1oit 41-eTHel KeHIuHe ObIT JUArHOCTHPOBAH ONTHKOHEBPOMHENTUT B MapTe 2013 . ¢ HECKOJIBKUMH
9MM30/1aMH HEBPUTA 3PUTEIILHOTO HepBa, HaunHast ¢ 1994 r. bruto HavaTo nedyenune 6notuHoM (100 Mr Tpm pasa
B JieHb). Ha TOT MOMEHT maiueHTy HNpOBOIMIHN exeMecsuHble nepdy3un nuknodocdamuna. Octpora 3peHHs
coctasisiia 0/10 Ha mpaBom 1 9/10 Ha neBoM rnasy. Ilocie 4 mMecsineB nedeHnss OMOTHHOM OCTPOTa 3pEHUS CO-
craBuia 1/10 Ha mpaBoM u 6/10 Ha neBom rmasy. [Tocne 18 Mecsues edenus, ocTpoTa 3peHust cocrasmia 2/10
Ha npaBoM # 8/10 Ha jeBoM ria3y. BeII clienan BBIBOI O TOM, YTO JieYeHHE OMOTHHOM YIYUIIHIIO OCTPOTY 3pe-
HUS Ha TIPaBOM TJIa3y.

DOOPMYVYIJIA N30BPETEHUA

1. Ilpumenenne OMOTHHA JJIS JICUSHUS JEeMUCIHHU3NPYIOMIEH HeHponaTuy, MpuyeM yKa3aHHas JIeMHUCIH-
HU3MPYIOIas HeHponaTHs BEIOpaHa U3 TPYNIIEL, COCTOSIIEH U3 JeMUETMHU3UPYIONIed HeHpoIaTHH, acCOLMHPO-
BAaHHOW C MOHOKJIOHAJbHOW Trammaratueit ummyHornoOyimHa M (IgM) u aHTHTENaMM TPOTHB MHEIHH-
accoLMUPOBAHHOTO TiukonporenHa (MAI'), THIMYHONH XPOHUYECKOH BOCHANIUTEIBHON AEMHETUHU3UPYIOLIEH
HNOJIUPaAUKYJIOHEHPONaTHH, AaTUITMYHON XPOHUYECKOH BOCIAIUTENbHON JEMUEINHU3UPYIOIEN MONUpaIuKyIo-
Heliponatiy, 6osne3nn [llapko-Mapu-Tyra Tuna 1A u cunnpoma I'niteHa-bappe.

2. IlpumeHnenue 1o 1.1, e OMOTHH NPEICTABICH COCTABOM, ITPUTOIHBIM ISl OPAILHOTO BBEICHUSL.

3. IIpuMeHeHue 1o 1.2, IAe eAMHUIHAS 71032 YKa3aHHOW KOMIIO3HUIIMH COJIEPKUT IO MEHbIeH mepe 20 Mr
O6mnoTHHa.

4. [IpuMmeHeHure 1Mo 1.2, TAe eAMHIYHAs 1032 YKa3aHHOH KOMITO3UITUU COMNEPIKHT 10 MeHbIeH Mepe 50 mr
O6noTHHAa.
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5. [lpumenenne no ao0oMy u3 1I.2-4, Te eMUHAYHAS 1032 YKa3aHHOW KOMITO3UIIMU COIEPIKUT 10 MEHb-
mred mepe 100 Mr OnotuHa.

6. [Ipumenenue 1o Jo6oMy U3 Ml 1-5, T/Ie coCTaB U3rOTOBJICH B (pOpMe KETaTHHOBBIX KaIlCyJll, TAOJIETOK,
BKITI09ast TAOJIETKHU C TJICHOYHBIM MOKPBITHEM, Ta0JIETOK [T PacCaChIBAHUS WIH MIUTIONb.

7. IlpumeHeHue 1o ar0O00OMYy M3 MI.1-6, TIe OMOTHH HAXOJWUTCS B KOMITO3WIIMH, CONEpKaIell OMOTHH U
SKCITUITHEHTHI, 0€3 KaKOoro-1i00 Jpyroro akTHBHOTO MHTPENCHTA.

8. [Ipumenenwue 1o 1.7, T1e SKCUUIUCHTH BRIOPAHBI W3 TPYIIIBI, COCTOSIIEH U3 TalbKa, MUKPOKPUCTAIITH-
YEeCKOH IEJUTION03bI, TaKTO3bI U MAHHO3HI.

9. Ilpumenenwue 1o 1.1, rae OMOTHH MPENCTAaBIEH COCTABOM, IPUTOIHBIM JJIsl BBEJCHUS ITyTeM HHBEKIIHH.

10. IIpumenenue o modoMy u3 1i.2-8, rae OMOTHH HaXOJUTCS B KOMIIO3UIIMH C MEUICHHBIM BBHICBOOOX-
JICHHUEM.

11. [Ipumenenue mo ro6omy u3 mm.1-10, mpuyeM yka3zaHHOE JiedeHHE OMOTHHOM MMEET MPOJIOKUTEINb-
HOCTb 110 MEHbIIEH Mepe 3 Mecdua.

12. [Ipumenenue o tro6omMy u3 mm.1-11, mpuyem yka3zaHHOE JiedeHHE OMOTHHOM MMEET MPOJIOIKUTEINb-
HOCTB 110 MEHBIIIEH Mepe 6 MecAIeB.

13. Ilpumenenne no ar00oMy U3 Tm.1-12, mpudeM yka3aHHOE JiedeHHEe OMOTHHOM MMEET MPOIOJDKUTEIb-
HOCTB 110 MEHBIIIEH Mepe OAWH TOI.

14. Crioco6 nedeHus IeMUSITHHU3UPYIONIeH HeHpoaThH, TIe yKa3aHHas JeMUSITMHU3UpPYIomas Helpora-
THS BbIOpaHa W3 TPYIIIBLI, COCTOSAIICH W3 MEMUCITHHU3UPYIONICH HEHPOIaTHH, CBSI3aHHOW ¢ MOHOKJIOHAIHLHOM
raMMamnaTued MMMyHornioOynmHa M H aHTHTElIaMH NPOTHB MHEITHH-aCCOLMHPOBAHHOTO TIIMKOMPOTEHHA
(MAT), THINYHYIO XpOHWYECKOW BOCTIANNTEIBHON IEMHUEIIMHU3NPYIONIEH MOMpaiuKyIOHEHPOTIaTHH, aTHITHY-
HOM XpOHNYECKOH BOCHAMTENHHON IeMHUENNHU3UPYIOIIEH MoIupanuKyioHeiiponatuy, 6one3nun [lapko-Mapu-
Tyra Tuna 1A u cungpoma I'mitena-bappe, Brmowaromuii BBeZieHHe OMOTHHA MAIMEHTy, CTpaJaloleMy OT Jie-
MUETUHU3NPYIOLIEH HelponaTuu.

15. Cnoco0 mo m.14, rae exXeIHEeBHOS KOJIMYSCTBO OMOTHHA, BBOAMMOE IMALMCHTY, cocTaBiseT oT 50 mo
700 mr.

16. Crioco6 1o .14 wim 15, rae exenHeBHOE KOJUIECTBO OMOTHHA, BBOJAUMOE IMAIUEHTY, COCTABIISET IO
MeHbIei mepe 100 mr.

17. Croco6 mo .14 wim 15, rae exenHeBHOE KOJUIECTBO OMOTHHA, BBOJAUMOE IMAIUEHTY, COCTABIISET IO
MeHbIer Mmepe 150 mr.

18. Crioco6 mo 1.14 wim 15, Tae exxeqHeBHOE KOJIMYECTBO OMOTHHA, BBOJUMOE IMAIUEHTY, COCTABISET OT
100 o 300 mr.

@ EBpa3suiickasi naTeHTHas opraHusaumsi, EAMB
Poccus, 109012, MockBa, Manblin Yepkacckuii nep., 2
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