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1. BBenenue

Xponuueckaa eocnanumenvman oemuenunuzupyrouias noauneuponamus (XB/II) —
npuoOpeTeHHoe 3a00JeBaHue MepHUPEPUUIECKUX HEPBOB ayTOMMMYHHOM PUPO/IHI,
XapaKTepU3YIOLIEeCs] PELUIUBUPYIOLIUM WIH IPOrPECCUPYIOIINM TEUEHUEM C
IpEeUMYIICCTBCHHO JCMHUCIMHU3UPYIOIUM THUIIOM IMOPAaXKCHUA.

3aboneBaemocts XBJ/III cpean Bcex BO3pacTHBIX KaTeropuid cocrapisier okoso 0,2—1,6,
pactpoctpaneHHocTh: 0,8—8,9 Ha 100,000. Pacipoctpanennocts XB/III y B3pocibix — 1,0-
1,9 ma 100 000 u y gereit — 0,48 na 100 000. [Tpu 3Tom y 20% manueHToB, y KOTOPBIX
muarHo3 XBJIIT cTaBuicst BO B3pOCiIOM BO3pacTe, IEPBhIE CUMIITOMBI 00JIE3HN OTMEUYATHCH B
Bo3pacte 1o 20 net. Ananus 27 cnyuaeB XB/III y neteit BbIsiBU, 4To 1€0I0T 3a001€BaHUS
MOeT HaOmronaThes B 1000M Bo3pacte (0T 1 10 18 meT), a Makcumym 3a0051€BaeMOCTH
oTMeuascs B 7-8 JeT.

XpoHuYecKas BOCHAIATEIbHAS IEMUEIMHU3UPYIONIas TOJIMHEUPOIaTHS SIBISIETCS PEIKUM
ayTOMMMYHHBIM 3200JI€BaHUEM, TOPAKAIOIINM NEPUPEPUUECKYIO HEPBHYIO CUCTEMY.
Hecmotps Ha nporpecc, AOCTUTHYTHIN 3a MOCIEAHUE ACCATUIETHS B U3YYEHUH IPUYNH
BO3HMKHOBEHHUS U MEXaHHM3Ma pa3BUTHsI 3a00JI€BaHNUs, ITHOJIOTHUS U NTATOT€HE3 OCTaI0TCs
MIPEAMETOM HccaenoBaHni. CylecTBYIOT MEXAYHAPOIHbIE KPUTEPUH YCTAaHOBJICHUS
muarno3a XB/III, onHako B KITMHUYECKOHN MPAKTUKE, B CBSI3U C HAIMYMEM OOJIBIIOTO
KOJIMYECTBA KIIMHUYECKUX (POPM, YCTaHOBJIEHHE HarHo3a MpeACTaBIseT 3HauuTeIbHbIE
CIOXHOCTH. B manpHeiemM HeoOXouMbl HOBBIE UccienoBanus 1mo uzydennto XB/IIT u
pa3paboTKe HOBBIX METOAOB AUArHOCTHKH U JICUEHHUSL.

I1. ITHOJIOTUSA M MATOTCeHE3

[To manHbBIM pa3HbIX aBTOpOB, y 10-30 % nanuentoB XB/III manuducranum 3a6o1eBaHus
MpeIIecTBOBAIN MHPEKIIMOHHbIE 3a00IeBaHMs, BAKLIMHALUS, TPABMbI UJIU XUPYPTrUYECKUE
onepanuu. OJHAKO XPOHUYECKOE TE€YCHHUE U OTCPOUEHHOE MOSBICHHE CUMIITOMOB MOXKET
MPEMSITCTBOBATh YETKOMY OIPEECIICHNUIO TPUITEPHBIX (aKTOPOB.

[To maHHBIM OTEUECTBEHHBIX U 3apyOeKHBIX aBTOPOB, MIPH MPOBEICHUU MOJIUMEPA3HOMN
nernHoi peakuuu (ITLP) u ummynodepmenTHoro ananuza (MDA) Ha HEHPOTPOTTHBIE BUPYCHI
cemeiictBa Herpesviridae y manrientoB ¢ XB/III B 45 % cnyuasx Bepudunnponana
XpOHUYECKas BUpycHas WH(MEKINs, BbI3BaHHAsL BUPYCOM IpocToro repreca 1-ro tumna (BIII -
1), 84,5 % cny4yaeB — uutomeranoBupycHas uapexus (LIMB) u nundekuus, Bo3BanHas
Bupycom OniurteiiH — bappa (B9b), B 13,6 % cnyuasx BeisiBieHo couetanue BIIT'-1 u BOb,
u B 9 % — coueranue LIMB u BOBb. IToguepkuBaercs ocobas ponas BOb B peanuzaiumn
ayTOMMMYHHOTO TIpoIiecca.

ITpu XBIII nuchyHkuuns win HapyleHne MMMYHOJIOTMUYECKOH TOJIEPaHTHOCTH ITPUBOANUT
K QyTOUMMYHHBIM KJIETOYHBIM M T'YMOPAJIbHBIM PEaKIUsIM POTUB MUETMHOBON 000JI0UKH U
akcoHa. [focne akTuBanum Bo BTOpUYHBIX opraHax UMMyHHOH cucteMbl CD4- n CD8-T-
JTUMQOLUTHI, AKTUBUPOBAHHbIE IPOTUB MUEIMHOBOI 000JI0UKH, MUTPUPYIOT Yepe3
reMaTosHIepaTMuecKuil U/ reMaTOHEPBHBINA Oapbephl, MPUBOJISA K MUTPALIUU
Makpodaros, B-muMpOIMTOB 1 aHTUTEI B BEIIECTBO HEPBHOI cUCTEMBI. T-peakTUBHBIE
JTUMQOLUTHI BBI3BIBAIOT YCUJIEHUE POHUIIAEMOCTH F€MAaTOHEPBHOTO Oapbepa, MO3BOJIsSA
LUAPKYIUPYIOIIUM aHTUTEJIAM K MUEIMHY IPOHUKHYTH B SHJIOHEBPUN U BbI3BATH
CErMEHTapHYIO U MYJIbTU(DOKATIBHYIO JeMUEITMHN3ALNI0. AKTUBUpOBaHHBIE TKIETKH
CEKPETUPYIOT IPOBOCHAIUTENbHbIE INTOKUHEL, Takue kKak TNFa, nuatepdepon-y, il-2,
YCHWJIMBAIOT (parouTo3 MakpodaraMu 1 BHIOPOC UMM MEAMATOPOB BOCTIATIECHUS — OKCHIA



a30Ta, METAJUIONPOTEHHA3 U aKTUBHBIX ()OPM KHUCIOPOAA, a TAKXKE 3aITyCKAIOT MPOIYKIIUIO
antuten B-kinerkamu. Dxcnpeccust FeylIB-penentopa Ha B-knerkax cuukena. JlaHHbIi
pENenTop HHAYIUPYET CUTHA, MIPEIOTBPAIIAOIINN TpaHCHOpMAIHIO B-KIETOK B KIIETKH
naMsITH. Y MBIIIEH, HOKayTHBIX 110 JAHHOMY THITY PELENITOPa, B ONbITaX Pa3BUBAIUCH
ayTOMMMYHHBIE 3a00JICBaHUSI.

Snouckue yuensie M. Beppu et al. B cBoeM nccieqoBaHuU OOHAPYKIIN Yy HEOOIBIION
gactu nanenToB ¢ XB/IIT ayroanTuTena k BHHKYJIMHY, OCTIKY KJIETOYHOU anre3un. bonee
PaHHUMH UCCIICIOBAHUAMU OblIa MOKa3aHa POJIb BUHKYJIMHA KaK MOJICKYJIbI aATC3UN
IITBAaHHOBCKHX KJIeTOK. B manHOM ucneiTanuu M. Beppu et al. oOHapyxwim ero Ha
MUEIMHOBOM 000JI0YKE U B 00JIACTH MEPEXBATOB HA CENAIUIITHOM HEpBE Ja00paTOPHBIX
Mbled. Takum 06pazom, BUHKYIUH GOPMUPYET COENNHEHUS MEX Ty IIBAHHOBCKUMU
KJIETKaMH ¥ aKCOJIeMMOM 1 BHYTPCHHUM IMPOCTPAHCTBOM MEC3aKCOHA, U HAPYIICHHUE JAaHHOTO
B3aMMOOTHOLICHUA MOXKET MPHUBOJAWUTE K ITPOUCCCY ACMUCTIUHU3AIINH.
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Pucynox 1. IIpeononazaemsiii namoeenes XB/II.

I11.

Knaccupuxanus

Tunnunas ¢popma XB/II (cummeTpuyHasi MpOKCUMaIbHAs U AUCTAJIbHAS MBIIIEYHAS
c11aboCTh, UyBCTBUTENbHBIEC HAPYILIEHUS B pyKax U HOTaxX, pa3BUBAIOIINECS B TEUEHUE HE MEHEe
2-X MECSIIIEB).

Atunuynbie gopmbl XB/III:

1) mpeumyIiecTBEHHO JHCTalbHas CUMMETpHUYHast (hopMa MoJTuHEeHponaTuu;

2) acummerpuyHas Gopma unu cunapom Jlstouca-Camuepa;



3) dboxanbHas Gopma;
4) moTopHas Gopma;

5) cencopHas gopma.

IV. KinHnuyeckasi KaApTHHA

B neGrote 3a00neBaHNs KIMHHYECKUE MPOSBICHUS MOTYT OBITh HE SIPKO BBIPAKCHHBIMU,
pa3BUBATHCS TIOCTEIICHHO U OBITh HECHEIM(PUUSCKIMH B TEUCHHE HECKOJIIBKUX MECSIIEB, HITH,
HA000POT, pa3BUTHE CUMIITOMOB MOXKET ObITh ObICTphIM. Hanboee pacnpocTpaHeHHBIMU
KasmoOaMu SIBIISIOTCS] HAPYIICHHSI TIOXOIKU U YacThIe MaJIeHusl, CBI3aHHbIE C HApYIIEHUEM
JIBUTATEIIFHON MHHEPBALIMHU MPOKCUMAIIBHBIX U JUCTANBHBIX MBI HIDKHUX KOHEUHOCTEH. Y
HEKOTOPHIX MAIIMEHTOB MOKET HAOIIONAThCs CI1a00CTh MBI BEPXHUX KOHEYHOCTEH, TPEMOp
pYK, arakcusi. CHIDKEHBI HITH OTCYTCTBYIOT CYXOKHIIbHBIE pe(IIeKChl. Y 4acTh MalueHTOB
MUMEIOTCS PACCTPONCTBA YYBCTBUTEIBHOCTH: MApe- M TU3ECTE3UH, HApyIICHUS TITyOOKOH
YyBCTBUTEIBHOCTHU U Ap. Takxke, B 20-40% ciryyaeB MOryT HaOIIOATHCS IPU3HAKU BOBJICUCHMUSI
YepeIHbIX HEPBOB, C1a00CTh JBIXaTeIbHON MYCKYIATyphl, AUCHYHKINS BETeTaTUBHOW HEPBHOM
cuctembl. Hanbonee gacro reuenne XB/II1 y neteit umeer ciemyromniue 0COOEHHOCTH:

* Ha4yaJIbHbIE CUMIITOMBI OOJIE3HM MPOSBIISIOTCS OoJiee IPKO M pa3BUBAIOTCS ObICTpee, YeM y
B3pPOCIIbIX;

* 3a00JIeBaHKE Yallle BCEro XapaKTepu3yeTcsl HapylIeHUEM MTOXOAKH;
* XapaKTepPHO PEMUTHpYIOLIee TeUeHHE OOJIe3HH.
XBJIIT MoxkeT CylecTBEHHO HApyIIaTh KAY€CTBO KWU3HU MAILIMEHTOB.

[TopaxeHne BereTaTUBHOM HEPBHOM CHCTEMBI HedacTo Berpevaercs mpu XB/IIT n 06bpr4HO
MIPOSBIISICTCS B BUAE CUMIITOMOB HapylieHUs! GyHKIIMH Ta30BbIX opraHoB. [IposiBinenus yaiie
BCETO HEe3HAYUTEJIbHBI U, KaK MPaBUJIO, CBA3AHbI C JUCHYHKIUAMUA CUMITaTHUECKOM
CYIOMOTOPHOM U KapuOoBarajibHOW CUCTEM, a TaAKXKe MePUOJUUYECKUM BOBJICUCHUEM
aZipeHepruveckoi cucrembl. Hanbosnee 4acTo CHUMIITOMBI MIMEIOT JUCTAILHOE PaCIipe/ieieHre ¢
BOBJICUECHHEM IIOCTIaHIIIMOHAPHBIX BOJOKOH. Hapyiienus BereTaruBHON HEPBHOM CUCTEMBI He
CBSI3aHBI C TSXKECTHIO COMYTCTBYIOIIEH COMAaTHYECKON MaTOJIOTHH.

Ilpu coope anamnesa u sncanob ciedyem oopamumes BHUMAHUE HA HATUYUE:
e  HOpPMaJbHOE (PM3MUECKOE U IBUTATEIHLHOE PA3BUTHUE JIO Hauaia 3a00JIeBaHus;
e  M3MCHEHUS MOXOJKH;
e YACTHIC MMAJICHUS;
e CcnabOCTh MBIIII] HIXKHUX M BEPXHUX KOHEYHOCTEH;,
e  HAIMYUE MAPeCTe3Wi U JU3ECTE3UN;
e Yy psja MalMeHTOB MOTYT OTMEUaThCs KajJo0bl Ha TPEMOP PYK U aTaKCHS;

e  IIOCTENEHHOE Pa3BUTHE CUMIITOMOB, HO HApAaCTAaHUE IBUTaTEJIbHBIX HApyIIEHUN
MOXeT ObITh OBICTPHIM Yy 16% MaIeHToB.

[Ipu mpoBeneHNN KIMHIYECKOTO OCMOTpa ClieAyeT oopamiate 0coboe BHUMaHKE Ha HATUYUE
XPOHUYECKOH MpOTpecCUpyole, CTyeHe00pa3HOW WK pelluIUBUPYIOIIECH CHMMETPUYHOM
MPOKCUMAJIbHOM U AUCTATbHON C1a00CTh MBIIII] PYK U HOT, B COYETaHUU C YyBCTBUTEIHHBIMU



HapylmeHusMHU. Pa3BuTHe ciabocTu T0HKHO pa3BUBATHCS B TEUCHUE HE MEHee 2 Mec. Y YacTH
MAIMEHTOB BO3MOKHO MOPAXKECHUE YEPEHBIX HEPBOB. O0sS3aTeIbHBIM YCIOBUEM SIBISCTCS
OTCYTCTBHE WUJIM 3HAYNMOE CHIDKEHHE PE(PICKCOB BO BCEX KOHEUHOCTSIX.

[Tpu atunmunbix popmax XB/II1 apurarensHble HApYIICHUS BCETa MIPUCYTCTBYIOT, HO MOTYT
JIOKAJIM30BaThCs TOJBKO B JUCTAIBHBIX WM TOJIBKO B IPOKCHUMAJIBHBIX IPYIIIAX MBIIII, & TAKKE
BO3MOXKHO IIPEMMYILECTBEHHAs CJ1a00CTh Ha OJJHOM cTOpoHE. IIpu 3TOM CyX0KUIIbHBIE
pedieKcs MOTYT OBITH HOPMATBHBIMH B HEMIOPAYKEHHBIX KOHEYHO CTSIX.

V. XB/II 1 koMOpOUIHOCTH

Onucanu ciayyait coueranus XBJ/II1 ¢ MaHnakaibHOM CUMIITOMATHUKOM, HauaBIIeHCs 3a TOJ1 0
MOSIBJICHUS TIPU3HAKOB TOJIMHEUPOTIATHH M perpeccupoBaBiiiel Ha (GoHE Teparuu
rmokokoptukoctepouiamu (I'KC). Pasnbie aBTOpBI 0-pa3Homy orieHuBaroT coueranue XBJIIT u
caxapHoro aualeTa: OJHH FOBOPST O CTPOTON KOPPENSALUH, Ipyrue — 00 OTCYyTCTBUU CBS3H.
Bo3moxHO€ 00BsicCHEHNE acCOIMAIINU JaHHBIX TATOJIOTHIA 3aKITI0YAeTCs B TOM, YTO aHTUTCHBI
nepudepruIecKoil HEPBHOM CHCTEMBI, BCIICICTBHE MOBPEKIAIOIIETO ICUCTBUS XPOHUICCKOM
TUTIEPTIIMKEMHUH, O0OHAXKAIOTCS U CTAHOBATCSI MUIIICHBIO JJII HUMMYHHON CHCTEMBI.

XBJII moxeT BO3HUKHYTh Ha (DOHE CHCTEMHOM KpacHOM BOTUaHKHU, Kak 70 ee 1e0r0Ta, BO
BpeMsI, TaK M TIOCJIe YCTAHOBJICHHSI IMarHo3a. B muTeparype onucaHbl KITHHUYECKHUE CITydan
coueranus XB/III u cucremnoii kpacuoi Boruanku (CKB) cpenu nmroneit pasHsix Bo3pactoB. [1o
naHHbIM E. R. Vina et al., npoanaim3upoBaBmmx HCTOpUN 00JIE3HEH MAIMEHTOB, HAXOUBIITUXCS
Ha JICYEHUH B PEBMATOJIOTHYECKOM IIeHTpe ¢ nuarHo3oM CKB, 3a 10-netHuil nepuom, U3 Bcex
nanueHToB y 4 pa3smiack XB/III, u y 2 01711 OTMEUYEHBI TOTMHEHPOTIATHH, HE TTOAXOISIINE TI0T
kputepuu XB/III. [Tanuents! ¢ yctaHoBIeHHBIM Auardo3om XB/IIT umenu xopoiinii OTBET Ha
tepanuio BBUI, Torga kak y octanbHbIX 2 MAIMEHTOB YIYUYILIEHUE HACTYIUIIO TOJBKO MOCIe
MpOBeICHM Kypca miasMadepesa o okoHuannu Heahdexrusnoro neuenus BBUTL. Tlpu
HeapdexruBroctu 'KC, BBUI™ n mitazmadepesa onrucano ycremHoe mpuMeHeHre u
MMMYHOCYIIPECCUBHBIX MTPEenapaToB.

VI. /IunarHocruka

Knunuueckue ouacnocmuyeckue kpumepuu, noomeepycoaroujue XB/[II (no EFNS/PNS,
2010):

(a) Tunuunas XB/[II:

e  XpOHHYECKas MPOTPeCcCUpYIOILas CTyleHeoOpa3Hasi MU peLuIUBUPYIOLIast
CUMMETPHYHAs MPOKCUMAaJIbHAs U AUCTaNIbHAs CIa00CTh PYK U HOT, C YyBCTBUTEIbHBIMU
HapyLIECHUSAMH, JUINTEIbHOCTHIO HE MEHEE 2 MECSLEB;

e BO3MOJKHO MOPAKEHHE YEPETTHBIX HEPBOB,
e  OTCYTCTBHE MJIU 3HAUUTEIHHOE CHIDKEHUE CYXOXKUIBHBIX PE(IIEKCOB C PyK U HOT.
(b) Amunuunaa XB/JI1

OnuH u3 cnenyrmux BapUuaHTOB, HO OCTaJIbHbIE IPU3HAKU Kak Ipyu TunnyHoi XBJII1
(cyxoxxuibHbIE peIeKChl MOTYT ObITh HOPMaJIbHBIMH Ha HETTOPAXKEHHONW KOHEYHOCTH):



e  TPEUMYILECTBEHHO AUCTAIBHOE MOpaXKEeHUE (IUCTaNbHas TpuoOpeTeHHAs
CUMMETpPHUYHAs AEMUEITMHU3UPYIOIIAsl IOJIMHEBPONATHUS)

e ACHMMETPUYHOCTH (MYyNbTH(OKAIbHAS TPUOOpPETEHHAS JeMHUEITHHU3UPYIOIIAs
CEHCOpHAas U MOTOpHas HeBponarusi, cuHpoM JIptonca — CamHepa)

e (okarbHOE OpaKeHHE (HapUMEp, BOBJICUYCHHE TUICUEBOTO WIIN TIOSICHHYHO-
KPECTIIOBOTO CIUIETEHHUS HJIM OHOTO U OoJiee nepu)epruuecKux HEPBOB Ha OJTHOU
BEpPXHEN WM HUKHEW KOHEYHOCTH)

o N30JIMPOBAHHBIC ABUT'ATCIIBHBIC HAPYIICHW A

e H30JIMPOBAHHBIE CEHCOPHbIE HAPYIIEHUS (BKJIIOYasi XPOHUYECKYI0 HMMYHHYIO
CEHCOPHYIO MMOJINPAJAUKYIOTATHIO)

Iloooepircusaroujue kpumepuu 01a ouaznocmuxu XB/IT.

1. VYBenuuenue Oenka B 11epeOPOCTUHATBLHOM KUAKOCTH TP YUCIIE JICHKOIIUTOB
menee 10/mm>

2.  MPT noxa3bpIBaeT HaKOIJIEHHNE KOHTPACTHOTO CPEJICTBA U/WIIK THIIEPTPODHUIO
KOHCKOT'O XBOCTa, MOSICHUYHO-KPECTIIOBBIX WJIM IIEHHBIX KOPEIIKOB CIMHHOIO MO3Ta, WU
IIJIEYEBOTO WJIM TOSICHUYHO-KPECTLOBOTO CIUIETEHUN

3. Hapymenue smexTpodu3n0I0THN CEHCOPHBIX OTBETOB, TIO KpailHEH Mepe, B
OJTHOM HEpBE:

e AMIUIMTYIAa CEHCOPHOTO MOTEHIIMAA AeUCTBUS HKPOHOKHOTO HEpBa SBISETCS
HOPMaJIbHOM, B TO BpeMsl KaK aMIUIUTYJla CEHCOPHOTO MOTEHIMaIa AeHCTBUSI CPEINHHOTO
HepBa (HO HE0OX0IMMO MCKIIIOYUTh HEHPOIIaTHIO CPEAMHHOTO HEPBA Ha 3aIsICThe
BCJIE/ICTBHE CUHAPOMA KapHaJlbHOTO KaHajia) UJM JTy4eBOTO HEpBa HapylleHa

e Cxopoctb pacnpocTpaneHus Bo30yxaeHus menee 80% OT HUKHETO Mpeserna
HOpMaTHBHBIX 3HaYeHU (MeHee 70%, eciiu aMIUIUTYIa CEHCOPHOTO MOTEHIUana
neiictBus Hike 80% OT HUKHETO IpeJiesia HOPMATUBHbBIX 3HAYCHHIA )

e VYBenuueHUE JJATCHTHOCTH COMATOCEHCOPHBIX BBI3BAHHBIX MOTCHIIMAJIOB 0€3
Hanmuus 3a6onesanus [[THC

4. OObBEKTUBHOE KIIMHUYECKOE YIyUlICHHE BCIEACTBHE UMMYHOMOYIUPYIOIIErO
JIeueHus

5. Tlpu Ouoricuu HepBa BBISIBISIOTCS MPU3HAKH JIEMUCITHHU3AINUN 1/HITH
PEMHETMHHU3AINY TIPU TEKTPOHHOW MUKPOCKOITUH WIIH TIPU UCIIOJIb30BAaHUU aHAITN3a
pacuecaHHBIX HEPBHBIX BOJIOKOH (teased fiber analysis)

[Ipu paccmoTpeHnn MOAJIEP)KUBAOLUX KPUTEPUEB CIIEAYET OTMETUThH BO3PACTAIOLLYIO POJb
Helipopaauonorundeckux MerooB B quarsoctuke XB/III. [Toka3aHo, 4TO MHTpaTEeKaIbHBIN OTEK
U YTOJIEHHUE KOPEIIKOB CIIMHHOTO MO3I'd HE KOPPEIUPYET C TAKECTHIO HAYAIBHBIX IPOSBICHUN
00J1€3HU U THKECTHI0 CUMIITOMOB, HO TIPU TIOBTOPHBIX MCCIEIOBAHUSAX OTMEUACTCS YeTKas
3aBUCHMOCTD MOJIOKUTENBbHBIX U3MeHeHU oT 3 dexTuBHOCTH Tepanuu. buoncuro HepBa y
JIETEN CIIEAYEeT PEKOMEH0BATh B KAYECTBE JUArHOCTUYECKOM IPOLEAYPHI B UCKIIFOUUTEIIbHBIX
Cllydasix, KOTJia Bce OCTajIbHbIe METObI HCCIEIOBAHUS OKa3aIUCh HEeMH(OPMaTUBHBIMHU.

(1) locmogephuiii Ouazno3 no Kpatineti mepe, cOOmeemcmayem o0HOU U3 C1e0VIOUUX
XapaKxmepucmux:

a) YBCIIMYCHUC JIATCHTHOCTU M-oTBeTa IIpUu CTUMYJIIAIIUU B JUCTAJIbHOM TOUYKE Ha 50% u
Ooiee OT BCPXHETO NpCaAciia HOPMATHBHBIX 3HAYCHUM B ABYX HEpBax (HO HCO6XOIII/IMO



WCKITIOUUTh HEHPOTIATHIO CPEIMHHOTO HEePBa Ha 3aIACThE BCICICTBUE CHHIPOMA KapIaabHOTO
KaHasa);

0) CHUKEHHE CKOPOCTH PacIpOCTPAHCHUS BO3OYKICHUS TI0 JIBUTATEIBHBIM BoJIokHaM Ha 30%
u 6oJiee OT HUIKHETO TpeJiesia HOPMAaTHBHBIX 3HAUCHHI B ByX HEPBAX;

B) yBenu4eHue jaTeHTHoCTH F-BoHbI Ha 20% 1 Gosiee OT BEpXHETO Mpefesia HOPMaTUBHBIX
3Ha4eHU B IBYX HepBax (wim Ha 50% u Gosiee OT BEpXHEro npejesia HOpMaTUBHbBIX 3HAYEHUH,
€CJIM aMILIUTY/J]a HETaTUBHOIO ITMKa AucTaibHOro M-otBera cocrasiser MmeHee 80% OT HUKHETO
rpezena HOPMATUBHBIX 3HAYCHUN ),

') OTCYTCTBUE F-BOJH B IByX HEpBax, €CIH MPU CTUMYIISIIUN ITHX HEPBOB aMILTHTYIbI
HETaTUBHOTO MHUKa JUCTATHHBIX M-0TBETOB cocTaBisitoT 20% 1 60j1ee OT HUKHETO Mpeena
HOPMATHBHBIX 3HAYCHUH + OJWMH JPYrol mapaMmerp JeMUSTHHU3AINH (B JTFOOOM HEpBE,
YIOBJIETBOPSIONINI JIFOOOMY U3 KPUTEPHUEB a-K) B OJTHOM UJTH OOJIee IpYyrux HepBax;

1) TOKAJTBHBIHN OJIOK MTPOBECHHUS IBUTATEIILHOTO HEPBA: CHUKCHHUE aMIUIUTY/IBI HETaTHBHOTO
MMKa IpOKCUMaibHOro M-0TBeTa OTHOCUTENBHO AucTanbHOro Ha 50% u Oosee, eciu
HETaTUBHBIN MUK AUCTaIbHOTO M-0oTBeTa cocrapisieT 20% u 0oyiee OT HIDKHETO Mpezesia
HOPMATHBHBIX 3HAYCHUH B JIByX HEpBaxX WU B OJJHOM HEpBE + OJIMH JAPYrou mapamerp
JEMUACITMHU3ANWH (B JTFOOOM HEpBE, YIOBIECTBOPSIONINI JTF000MY U3 KPUTEPUEB a-3K) B OJTHOM
unu 0oJee APyrux HepBax;

€) HAJIMYMe BPEMEHHOU AUCTIEpCHH (YBEITMYCHHE ITTUTETHHOCTH HETaTUBHOTO MTHKa M-
OTBETOB, MOJIYYEHHBIX IIPU CTUMYIIALINY B JUCTAIILHOMN U 0oJiee MPOKCUMAIbHOM TOUKax, OoJee
yeMm Ha 30%) B IBYX U Oojiee HEpBax;

) YBEITMUEHHUE UTUTEIHOCTH AUCTAITBHOTO M-0TBeTa (MHTEPBA MEXIYy HauaoM TIepPBOTO
HETaTHBHOTO MMHKa ¥ BO3BPALICHHEM K W30JMHUU TTOCIIEAHET0 HETaTUBHOTO TTHKA) B OJHOM U
0osee HepBax (CPeIUHHOM > 6,6 MC; JJOKTEBOM > 6,7 Mc; Maio0epiioBoM > 7,6 Mc;
00mBIIeOEpIIOBOM > 8,8 MC) + OJIMH APYroi mapaMeTp AeMHUETHHU3ANU (B TI000M HEpBE,
VAOBJIETBOPSIOIHNI JTFOOOMY M3 KPUTEPUEB a-)K) B OJTHOM HIIH OoJiee APYrux HepBax.

(2) Bepoammuuwtit ouaznos coomeemcmayem ciedyrouum XapaKmepucmurkam:

YMEHBIIEHUE aMIUTUTY/Ibl HEFaTUBHOT'O MHKA MPOKCUMAILHOTO M-0TBeTa OTHOCUTEIBHO
mucranbHoro Ha 30% u Gosee, 3a UCKITIOUEHHEM OO0JbIIEOEPIIOBOrO HEPBa, €CIIM HEeraTUBHBIM
MUK TUCTaIbHOTO M-oTBeta coctaBisieT 20% u 6oee OT HUXKHETO Mpeiesa HOPMaTUBHBIX
3HAYEeHUI, B IBYX HEpPBaX WM B OJJHOM HEPBE + OJWH JPYroi napamerp AeMUETUHU3AINH (B
T000M HEepBe, YAOBIETBOPSIOLINI JIF000MY U3 KPUTEPUEB a->K) B OJTHOM WM OOJiee IPYyrux
HepBax

(3) Bozmoosrcnotii ouaznoz coomeemcemayem 000U U3 Xapakmepucmux (a-c) 00Cmo8epHo2o
OUA2HO3A, HO OOHAPYHCEHHOU MOILKO 8 0OHOM Hepae

Kpumepuu, npu nanuuuu komopuix ouaznoz XB/IIl manosepoamen:
e  3HAYMMBbIE HAPYIIEHUS pabOThl CPUHKTEPOB;

. HpI/IéM JICKAPCTBCHHBIX IIPEIMapaTOB UJIK TOKCUYCCKUX BCIICCTB, CITOCOOHBIX
BbI3BAaTb HEBPOIIATUIO;

e  BbIgBICHME Oosie3Hu Jlalima ninm qudrepun,
e Hanmuuue 060 u3 popm HacnencTBeHHON 1eMUETMHU3UPYIOIIEH HeliponaTu;

e MynbTU(OKaIbHAsE MOTOPHAsE HEBPOIIATHS,



o IgM MoHOKIIOHAJIbHAs TaMMAIIaTHUsI C BBICOKUM TUTPOM aHTHUTEN K MUEIIHMH-
aCCOLIMMPOBAHHOMY INIMKOTIPOTEHHY;

e  Jpyrue NpUYUHBI JEMHUEINHU3UPYIOLIEH HEBponaTuu, Bkitouas POEMS
CHHJIPOM, OCTE€OCKJIEPOTUYECKYIO0 MUEIOMY, AUA0ETHUECKYIO U HEAMA0ETHUECKYIO
MOSICHUYHO-KPECTIIOBYIO PAJUKYJIOILIEKCONIATHIO, JIUM(OMY UM aMUJIOUI03.

COBOKYITHOCTh KIIMHUYECKUX U HIEKTPOPU3UOTOTUIECKIX JaHHBIX ITO3BOJISIET YCTAHOBHUTH
nuarno3 XB/III ¢ Gonblield niyu MEHbIIEH CTENEHbI0 BEPOSITHOCTH.

Juaznocmuka u ougppepenyuanvnan ouacnocmuxa XB/[I1 oonxncna cmpoumucs 6
yemkom coomeemcmeuu ¢ kpumepuamu EFNS/PNS 2010 zooa:

Jlocmosepnuiii ouaenoz XBII1

o Kinunuueckue kputeput (1) (a unu 0) u (2) ¢ HaIMUMEM
anekTpoMuorpagpuyeckoro kpurepus (1)

e Kpurepun BepostHoit XB/III + no kpaliHeid Mepe OJIMH NOAAEPKUBAIOLINI
KpUTEpUi

e Kpurepun Bo3moxHoi XB/III + no kpaiiHel Mepe /1Ba MOIePKUBAIOIINX
KpUTEpUS

Beposmmnuiti ouacnoz XBII1

o Kununuueckue kputepuu (1) (a unu 0) u (2) ¢ HaTUUEM
aneKTpoMuoTpaduyeckoro Kpurepus (2)

e Kpurepuu BozmoxxHoit XB/IIT + o kpaiiHeil Mmepe 0JIMH MOoAACPKUBAIOIIHI
KpUTEpUI

Bosmooicnwiit ouaecnoz XBIAII

e  Kimnnueckue kputepuu (1) (a wiu 6) u (2) ¢ HaTUIHEM
NIeKTpoMHUOTpaduieckoro kpurepus (3)

VY 6onbmnHcTBa manuentos ¢ XBJIII (84 %), o kpaiineit mepe, 1 1abopartopHbIii
MOKa3aTellb KPOBU HAXOAUTCSI BHE HOPMAJIbHBIX 3HaUeHUN. BO3MOXHBIM 00BsICHEHHEM
noBeieHus: ypoBHs KOK sBrnsiercs HapylieHHe 11eI0CTHOCTH MBILIIEUHON MeMOpPaHbI
BCJIE/ICTBHE OCTPOTO MJIM XPOHUYECKOTO ACHEPBAILIMOHHOTO IMpoliecca, 0COOCHHO MpHU
BOBJICYCHHUH MPOKCUMATbHBIX rpynn Ml kak pu OBJIIT, XBJIIT u 60e3HIX MOTOPHOTO
HEUpOHA.

JIoTOTHUTENBHBIM KpUTEpUEM, TToaATBepxkAaronuM Hanunaue XB/III, sBisercs 6enkoBo-
KJIE€TOYHas JUCCOIIMAIIMA B CITMHHO-MO3TOBOH JKHAKOCTH. BeiiencTBre BoCIIaIMTEILHOM
MIPUPOIbI 3200JI€BaHUS MHOTHMH aBTOPaMU ITPOBOIUTCS TIOUCK OMOMApKEPOB CPeAr CIIEKTpa
W3BECTHBIX LIMTOKMHOB, YAaCTh U3 KOTOPBIX, BO3MOXKHO, YUaCTBYET B peaIn3alliy I1aToreHesa
XB/IL.

VII. JuddepeHuuajabHbIi psi

Huarno3 XB/IIT ycranapnuBaeTcst MeToioM HckmoueHus. [uddepennnaibHo-
JIMAarHOCTUYECKUH psifl BKIroUaeT pasnuunble 3adonesanus (EFNS/PNS, 2010):

* BUpYyC UMMYyHOAepuIuTa yenoreka (BUY);

» tuMdoma;



* ocTeockiepornueckas muenoma, POEMS-cunapom, cuaapom Kpoy—®ykasza, 0oe3Hb
Kactnemana;

* MOHOKJIOHAJIbHAsl FaMMaInaTys HEONPEACICHHOIO 3HAYCHUS;
* XpPOHUYECKUI aKTUBHBIN renarut, renatut C;

* BOCHAJUTENbHBIC 3200JIEBaHNS KUIICYHUKA;

* 00JIE3HU COCTMHHUTEIBHOM TKaHH (BOTYAaHKA, BACKYIIUTHI U JIp.);
* TPAHCIUIAHTALXS KOCTHOT'O MO3ra U OPTaHOB;

* IEMHEIIMHHA3A1Us HEHTPAIbHOW HEPBHOW CUCTEMBI;

* HePOTUUECKUI CHUHIPOM;

* caxapHbIil 1uadeT;

* HACJICJICTBEHHAsl HEUPOIIaTHS;

* THPEOTOKCHKO3.

XpoHWyeckan AnKoronsHan fa
NoNHHEeRpoNaTva [uaberu4eckan
HeT nnM COMHMTENBHO
KopTuKocTepoMabl,
BB, R ET
nnaamadiepes AKCOHANbHARA
aMmr ﬂ
XBON nnw Kputepui
COMHHTEMNBHO ncknoqenns XBON
_\ + NaboparopHble TECTH
- Hen 3 an
« MOHOKNOHANEHARA : ﬂ“r‘;_“-q“rpa””a | Aemuenuusupyiow |
FAMMANATMA * OGCNenoBaHUE CEMBM ll
HEONPENE NeHHOM . Anamues. SME
HauEeHHs :
» Femobnactosel IMT-purepun XEAN
+ Backynursl }/\? S}
: E;::::h TNadas Oa unu coMHUTENLHO Het

Pucynox 2. Ancopumm ycmarnosnenus ouaecrnosza XB/I1
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VIII. Jleuenue

Tepanus XB/II1 Gazupyercst Ha IPU3HAHUY BEAYIIEH NATOTCHETUYECKOW POIIH
ayTOMMMYHHBIX MEXaHU3MOB. Pe3ybTarel IPOBEAECHHBIX KOHTPOJIUPYEMBIX HCCIEI0BAHUI
noKkazanu 3QHEKTHBHOCTh KOPTUKOCTEPOHIOB, TuTazMadepes3a u BHYTPUBEHHON
MMMYHOTEpanuu. JTU 3 albTEpPHATUBHBIX 110 CBOEH 3(PPEKTUBHOCTU METOA JICUECHUS
OTHOCSTCA K Tepanuu 1-i muHum 1 OyayT noapoOHee 00CYKICHBI B JaHHOW CTaThe, TaK KaK
MMEHHO UX KOPPEKTHOE Ha3HAYEHHUE YacTO SBJSETCS 3aJI0TOM YIYUILIEHUS COCTOSHUS
00JIbHOTO M IOCTHXKEHUSI peMuccuu. B kauecTBe npenaparoB 2-i JMHUM pacCMaTPUBAIOTCS
LIUTOCTATUKU U MOHOKJIOHAJIbHBIE aHTHUTEA.

B nacmoswee epemsn pexomendyemces cnedyrowui aneopumm nevenus XB/I1:

e [ar 1 — umMMyHO00YIMH uenoBeka HopMaiabHbI (BBUI) nnu Ilpennnzonon
(per os).

e [lar 2 — umMyHOOOYIMH uenoBeka HopMainbHbIM (BBUI') u Ilpequusonon (per
0S), €CJIM MOHOTEpAanus OJIHUM U3 MIPernapaToB HE UMEET a/IeKBaTHOM 3 pekTUBHOCTH.
Koprukocrepou il CHCTEMHOTO JEMCTBUS TaK)K€ MOXKHO BBOJAUTH BHYTPUBEHHO MPHU
Ka)XXJI01 Mpolenype BBeIeHUSI MMMYHOTIIOOYHHA YenoBeka HopMmaiibHoTo (BBUI)
(Metunnpennuzonon 15-20 mr/kr/cyr);

e [llar 3 — Ilna3madepes, ecinu aBa MPEABIAYIIAX TOAX0Aa HEIPPEKTUBHEL.

B HecKkombKHX OOJBIIMX KOHTPOJIMPYEMBIX UCCIENOBAHHSAX ITOKa3aHO, YTO IPUMEHEHNE
MMMYHOITIOOYIUH YenoBeka HopMaibHbl (BBUI), kopTuKOCTEpOUI0B CHCTEMHOTO
neiicteus win wiazmadepesa npu XB/I ogunakoBo s3dpdexruHo y 50-70% manneHToB npu
HCIIOJIB30BAaHUHU OJTHOTO U3 TpeX BUIOB JedeHus. [Ipu atom noutu 50% manueHToB, KOTOpbIE
HE OTBETUJIM HA OJIUH U3 3TUX BHUJIOB JICYCHHUS, XOPOIIIO PearupoBaiy Ha APYroi BUJL
TEparuu, 4T0 MPUBOIMIO K TOMY, UTO B pe3ynbrare 10 80% ManueHToB UMeNH 3HaYMMOoe
yayumenue. lern ¢ XB/IIT wamie, yem B3pociible OTBEYAIOT HA TEPAITHIO
MMMYHOTJI00YJTMHOM YenoBeka HopMmanbHbIM (BBUI'), kopTHKOCTEpOHIaMH CHCTEMHOTO
necTBus, mazmadepe3oM.

[Tpu veadbdexruBHOCTH aroB 1-3 manuentam ¢ XB/II1 HazHavaeTcs
HMMMYHO CYIIPECCOPHAas/UMMYHOMOAYIHPYIOIIas Teparnus.

Bo MHOrMX cTpaHax mpeAnoyTeHrue OTIAeTCs KOpTUKocTeporaaM. OHAKO €TUHOTO
MHEHHS O JI03€, CXeME JICUCHUS U MTPOJOJDKUTETHFHOCTH TEPAIlUU JI0 CHX TOp HE CYIIECTBYET.
OOBIYHO B3POCIBIM Ha3HAYAIOT MPEAHU30JI0H B f03e 60 MI/CyT €XeTHEBHO Ha MPOTHKEHUN
He MeHee | Mec, ¢ IOCTETNICHHBIM CHIDKEHHUEM JI0 MO ICPKUBAOIIEH 10361 5S—20 Mr uepes
neHb. [IpoomKUTENbHOCTD TEPAITUA MOYKET BApbUPOBATh OT MECSIICB JI0 HECKOJIBKUX JIET.
CylecTBYIOT U Apyrue CXeMbl JEUSHHS: IPUeM B 103€ 2 MI/Kr/cyT 4—6 Hell ¢ OCIeAyIOUIM
CHIDKEHHEM JI03bI B TeueHue 4—6 Hezenb, ubo 1 Mr/kr/cyt 4—6 Henenb ¢ IoCIeayONIM
00J1ee TOCTENEHHBIM CHMYKCHHEM JI03bI TTPOJIODKUTEIILHOCThIO 3—6 MecsIIeB, BO3MOXKHO, JI0
MOJIHOW OTMEHBI. HekoTophle Bpaun Ha3HAualoOT MPEIHU30JI0OH IEPOPAIBHO B J103€ 2
MI/KT/CYT Ha MPOTSHKEHUH 3—8 JHEH Kaxable 4 Helenu Ui OJHOKpPATHO Yepe3 | IeHb B 03¢
2 MI/KT. DTH K€ aBTOPHI pEeKOMEHIYIOT TIEpe]] Ha9allOM MEePOPaTbHOTO MpreMa MPeIHU30JI0HA
Ha3HayaTh MYIbCTEPANINIO METHIINPEAHNU30IOHOM B T€UEHUE 3—5 THEH, UTO Ha MPAKTHKE
HCIOJNIb3YeTCS TaKKe U MPH TSHKEIBIX 000CTPEHUSIX 3a0071€BaHUS C OBICTPBIM
MIPOrpeCcCUpPOBAHUEM MTAPE3OB.

OueBuano, XBJII TpeOyet nmpoBeneHUs JUIUTEIBHON HMMYHOCYTIPECCHH, YTO JIOKA3bIBAET
pa3BUTHE YacThIX 000CTpeHUH Ha (JOHE HETPOJOIKUTEIBHBIX KypCOB TE€PATHH
KOPTUKOCTEPOUJAMHU C OBICTPBIM YMEHBIIEHHUEM J103bl. PEKOMEeHyeTCs TPoA0JIKaTh JIeUeHHe
Ha MPOTSKEHUH 3—6 MECAIIEB CO CKOPOCThIO CHIKEHUS J103bI He Oosiee 5—10 mr kaxipie 2
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HeJl, TPEX/JIE YEM C YBEPEHHOCTHIO KOHCTaTUPOBATh HEA(PPEKTUBHOCTH MPOBOJMMOIA
Tepanuu.

AnbrepHaTuBa NIPEJHU30JI0HA — METHIIIIPEIHN30JI0H. EAMHCTBEHHOI 0COOEHHOCTHIO
SBJIIETCSA TO, YTO €0 J03a B 1 TabneTke cocraBiseT 4 Mr, YTO B KOHEYHOM UTOT€ IIPU
pa3paboTKe CXEMBbI JIEUEHUSI OTPAKAETCS JIMIIb Ha KOJIMYECTBE IPUHUMAEMbIX [TALUEHTOM
TabJIETOK U TeMIle CHUKEHUS 103bl (He 10 5—10 M1, a o 4—8 Mr Kax/ple 2 HeJlenH).

[Ipu Ha3HAYEHUHU KOPTUKOCTEPOUJIOB HEOOXOIMMO YUUTHIBATh PUCKU MOOOYHBIX
addexroB. KpaiiHe BakHa HCKITIOYHTEIbHAS KOMIUIACHTHOCTh ManueHTa. TiaTebHoe
BBITIOJIHEHUE PEKOMEHAINI Bpada 1o Mpo(UIaKTUKE U MOHUTOPUHTY COCTOSIHUA Ha (poHe
CTEpOUJAHOM Teparuu Mo3BOJISIET MUHUMU3UPOBATh TOOOUYHBIE 3()(HEKTHI.

[lepen Ha3HAUEHHEM KOPTUKOCTEPOUIOB 11€1€CO00pa3HO MPOBECTH KOMIIEKCHOE
o0crenoBaHue, BKIIIOYAIOIIEE NCCIIEA0BaHNE KPOBH, (DYHKIIMH MTOYEK, IEYEHH, JIUTTHTHOTO
poQuIs, NIMKEMUYECKOTO POQUIIsl, COCTOSHUS JKETYI0UHO-KUIIEYHOTO TPAKTa
(?30(haroracTpoIyoIeHOCKOTIHS); y TIAIIUEHTOB TPYIIIBI pUCKa — UCCIIEIOBAHNE IJIOTHOCTH
KOCTHOU TKaHM (ocTeofeHcuToMeTpusi). OAHOBPEMEHHO ¢ KOPTUKOCTEPOUIaMU Ha3HAYAOT
racTpoONpPOTEKTOPHI (MHTUOUTOPHI MPOTOHHON TIOMITBI), CTPOTYIO IUETY, 000TALEHHYIO
OeJIKOM U KaJIueM, C OrpaHUYEHHEM JIETKOYCBOSIEMBIX YITIEBOIOB, Iperaparhl Kajabus (J10
1000 mkr/cyt) u ButamuH D3, OucdocdonaTs! 1/uim aneHJpoHOBYIO KUCIOTY (TI0
HE00X0TUMOCTH). PEKOMEHIYIOT MPOBOIUTH OLIEHKY T€MOJMHAMUYECKUX MTOKa3aTenlel y Bcex
MaIMEeHTOB, 0COOCHHO CTPANAIOIINX TUIEPTOHNIECKOU 0O0JIE3HBIO.

Haznauaror KoHTpOJIb YPOBHS caxapa, KaJiisi, OMOXHUMHUYECKOTO aHAIN3a KPOBU
(xomecTepuH, MOUYEBHHA, KPEAaTUHUH, OMITHPYOHH, acapraraMiuHOTpaHcdepasa,
alTaHMHAMUHOTpaHcepa3a) ¢ IEPUOAUIHOCTHIO HEe pexe 1 paza B MecsIl (TIpu Xopoien
MIEPEHOCUMOCTH JICUYCHHS — PEKE), OLIEHKY TUIOTHOCTH KOCTHOW TKaH| 1 pa3 B rof, OCMOTP
okyiucTa | pa3 B rof, mo HEOOXOJMMOCTH KOHCYITBTAIIMH APYTHUX CIEIHATHUCTOB (KapIuoJIor,
SHIOKPHUHOJIOT).

Taxum o6pa30M, BCACHHUC MMallMCHTA, JJIMTCIbHO IPHHUMAIOIICTO KOPTHUKOCTECPOUIbI,
ABJISACTCA TPYAHO BBIITOJIHUMOM 3az[aqel71.
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