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TepMuHbI U onpeaeeHUs

XpoHuyeckass BOCHAJIMTEJbHAS  JeMHEJIUHHM3MPYHOIIAsi  IMOJUPAAUKYJIOHeHponaTus
(XBAII) - rpynna XpOHUYECKUX JU3UMMYHHBIX HEHPOMATUH, T€TEPOreHHbIX MO KIMHUYECKON
KapTUHE, XapaKTepU3YyIOIIMXCS MPOTPECCUPYIOIIMM B  TeueHue Oojee 8  Hemenb
FEHEPAIU30BAaHHBIM  MOPAXKEHUEM MPOKCUMAJIbHBIX M JUCTAIBHBIX OTACJIIOB  TOJICTHIX
YYBCTBUTEIBHBIX U JBUTATEIIbHBIX HEPBHBIX BOJIOKOH.

IlepBuynass mnaroreHernuyeckass tepanusa XBJII — nedenue, nonyyaemMoe MNaUUEHTOM
BIIEPBBIE II0CJE YCTAHOBJIEHUS IMAarHo3a. B pamkax MepBUYHON MATOrE€HETUYECKOW Tepanuu
XBII npoBoautcs jieueHue npenaparamu 1 merogamu neppoit iuauu: 'KC, BBUT wnu 110.
HomnepxkuBawmas naroreHerudeckas repanuss XBII — neyenue, nmoiaydyaemoe naiyueHTOM
C IEeNbI0 MOAJAEPKAHUS CTAOMIBHOTO COCTOSIHHS, PEMHCCHM, MpOo(UIaKTUKU peruauBa. B
pamMKax IMoJICp)KUBAIOIICH Tepallii Ha3HAYAIOTCS MPermapaThl U METOBI IIEPBOI W/UITU BTOPOI

JIMHUU.
I'moxokoprukocrepouasl (I'KC) - cunTetnueckue mnpenaparbl (aHajlOrd 3HIOTEHHBIX
TOPMOHOB, IIPOYLIUPYEMBIX KOpoit HAJMOYEUYHUKOB), KOTOpBIE OKa3bIBAIOT

IPOTUBOBOCHIAIMTENBHOE, AECEHCUOMIN3UpPYIOLee, UMMYHOIEIPECCUBHOE, TPOTHBOIIOKOBOE U
antTutokcuueckoe neictBusd. I'KC - 370 MeIMKaMEHTO3HBIM METOJ TaTOT€HETUYECKON Teparuu
XBAII nepsoit nunuu. Boeicokogo3nas tepanus ['KC nmogpaszymeBaeT nepopaibHbIA MpUEM
IIpernapaToB B 03¢ | Mr Ha KI Beca MAalMEHTa €XEIHEBHO WM 4epe3 JEHb B TedeHHe 1-2
MECALIEB €  MOCIHEAYIOUIMM  IIOCTEIIEHHBIM  CHMJKEHMEM  JO3bl J0  MHUHUMAJIbHOU
MOJAEP>KUBAOIIEN MITU JI0 OJIHOW OTMEHBI Ipernapara.

BbicokooObeMHblii TepaneBTudeckuil miaasmadgepes (IIP) — 310 sKCTpakopnopanbHbBIN
MeToa martoreHeTudeckoi Tepanmuu XBJII1 mepBoit nuHuu. BbicokooOBeMHBIN Tu1azMadepes
Mo/pa3yMeBaeT yJajieHHe TIa3Mbl CYMMAapHO 3a Kypc He MeHee 140 MiI/KT Beca marueHra.
BuyrpuBenHas BbIcOKOAO3Hass uMMmyHoTepanusa (BBHUT) — MenukaMeHTO3HBIM MeETOJ
narorenernueckor tepanuu XBJ/III mepBoil nuHUM, IIpY KOTOPOM HA3HAYarOTCs IIpenaparsl
BHYTPUBEHHOI0 HMMMYHOIJIOOyJIMHa 4YenoBeka HopMmaibHoro (BBUI) ¢ coxepxanuem
umMMmyHorsioOynuHa kinacca G He meHee 95%. BBUT moapa3zymeBaeT BBeleHME Ipernapara B
CyMMapHOM KYypCcOBOM J03€ 2 TpamMma Ha KWiorpamm Beca mnauueHta. llomnepxuBaromias
ummyHotepanus BBUI' npoBoautcs ¢ BBeneHueM 03, MOJOOPAHHBIX WHIUBUAYAIbHO JUIS
kaxzaoro namuenra (ot 0,4 m1o 2 rpaMMOB Ha KWJIOIpaMM Beca MalUMeHTa), ¢ BapUaTHBHBIM
PEKUMOM BBEJICHHUS.

MoHokJI0HA/IbHAs TaMManaTusa HeonpenejaeHHoro 3Hadenusa (MI'H3) — cocrosHue, vacro
accouuuposanHoe ¢ XB/III, xapakrepusymoleecss CEeKpeluen MnapanpoTeuHa IpU OTCYTCTBUU
KJIMHUKO-JIA00OpaTOpHON KapTUHBI reMo01acTo3a.



1. KpaTkast ungopmManus mo 3a00jeBaHNs WIN COCTOSIHUIO (TpymIie
3200J1€BaHUI WJIH COCTOSIHUI)

1.1 Onpenejaenne 3a00JeBaHUS MM COCTOSTHNUS (IPYIIBI 3200J1€eBAHMI HJIN COCTOSIHU)

XpoHHYECKass BOCHAIUTENBbHAs  JEMHUEIMHUZHPYIOIIAs  IOJHMPAAUKYJIOHEHPONATHs
(XBAII) — rpynma reTeporeHHbIX M0 KIMHUYECKOW KapTHHE MPUOOPETEHHBIX, TU3UMMYHHBIX
HEeHponaTuii, XapakTepU3yIOIIUXCsI POTPECCUPYIOMUM Ooiee 8 HeeNb NI PEIUIUBUPYIOIIUM
TEYEHUEM, HUMEIOIIUE DJIEKTPOPU3UOIOTHUECKUE U NATOMOP(OJOTHUECKUE  MPU3HAKU
JeMHUEIMHUA3ALUN TepUPepudecKuXx HEPBOB, U OTBEYAIOLIME HA MMMYHOCYIPECCUBHYI WU

MMMYHOMOYJIMPYIOLLYIO Tepanuto [1].

1.2 DTHoJiorusi_¥M_maToreHe3 3a00JieBaHUS WJIH _COCTOSIHHS (IpPVIIbl_3a00JeBAHHI WJIH

COCTOSTHHI)

Ha cerognsmiHuii JeHb YETKHUE MCXAaHU3MbI, ITPUYHUHBI PAa3BHUTHA, a4 TAKXKC TPHUITCPHBIC

dakTopel 3aboseBaHMsA 1O KOHIIA HE HM3YYEHBI, OJHAKO IU3UMMYHHbIH Tene3 XBJIII ne
BbI3bIBA€T COMHEHMS. Psiji sKcriepuMeHTaNbHBIX Pa0OT Ha MOJIENSAX JKUBOTHBIX, & TAKKE OTBET Ha
UMMYHOCYTIPECCUBHYI0 W HMMMYHOMOAYJIHPYIOIIYIO TEpPanmuio YKa3blBalOT Ha HEOCIIOPUMOE
yyacTHe B HaToreHese OOJIE3HM KaK KIETOYHO-ONOCPEJOBAHHOIO, TaK M T'yMOPaJlbHOTO
uMmyHutera [2, 3]. VYdyactue KIETOYHOTO MMMYHHUTETAa TOATBEPXKIACTCA HaJIUYHEM
BOCHAJIMTENBbHBIX UHOUIBTPATOB B OMONTAaTaX HKPOHOXKHOTO HEpBa, npeacTaBieHHbIx CD8+ T-
kinerkamu, CD4+ T-knerkamu, Makpodaramu; U3MEHEHHEM aKTMBHOCTH T-KJIETOYHOTO 3BEHa
MMMYHHUTETA, MOBBIIIEHUEM OKCIPECCMM IIMTOKMHOB M JAPYTUX IPOBOCHAIUTENBHBIX
meauatopoB B kpoBu u LICXK OGompubix XBJII [4-6]. YyacTue B martoreHe3e rymMopaibHOTO
MMMYHHTETA MOATBEPKAAETCd OOHapyXeHHEeM B OMoNTaTaXx MKPOHOKHOTO HEpBa JIEMO3UTOB
KOMILJIEMEHTAa ¥ MUMMYHOIJIO0Y/IMHA Ha MOBEPXHOCTH IIBAHHOBCKUX KJIETOK M B KOMIAKTHOM
clloe MHENMHA, HaJUYUEeM aHTUTENl B CHIBOPOTKE OOJBHBIX, CO3/IaHHEM 3KCIEPHUMEHTAIbHBIX
Mojieiel ¢ akTHBHOM MMMYHHU3allUel pa3HbIX CTPYKTYp HepBa, a 3ppextuBHocThio [1D [7-9].

B Teuenue nocneqHux 5 net 6plIM 0OHApYXKEHBI aHTHUTENA, accouunpoBanuble ¢ XB/IIL,
OTHOCAIIMECS K HOJAIbHBIM M MapaHOJaIbHBIM OenkaM - Helipodaciun - 140, 155 u 186 (NF-
140, NF-155, NF-186), xontaktuH-1 (CNTNI1), KOHTaKTHH-aCCOIMUPOBAHHBIN Oenok |
(Casprl), HomansHble n30QopMbI Helipodaciunaa. [lepedncnennble aHTUTENA YacTO CBS3aHBI C
TSDKEJIBIM TeUeHUEM 3a00JIeBaHusl, pAHHUM BTOPUYHBIM aKCOHAJIbHBIM IOBPEKIEHUEM U IJIOXUM
orBetoM Ha ['KC u BBUI' [10-12]. KonmuuectBo GompHbix XBJIII, mMmerommx aHTuUTeNna K

napaHoJaJIbHBIM OeJkam, coctaBisieT nopsiaka 10% [10-14].

1.3 DnuaemMuoJs0rus 3a00JeBaHus WM COCTOSTHNS (IPYIIbI 3200JeBAHMIT HJIH COCTOSTHH)
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Pacnpoctpanennocts XB/IIT B Mupe cocrasnsier ot 1 1o 9 ma 100.000 yenosek [9, 15,
16]. XBHAIl Bxomutr B Ilepedenr penkux (opdaHHbIX) Oone3Heid MwuHHCTEpCTBA
3apaBooxpanenuss P@ (ot 25.02.2020 r.). Cpennuii Bo3pacT nebrora 601e3uu okoio 50 jer, Ho
3a001eBaHNE MOXKET JUarHOCTHUPOBAThCS B Jt0OOM Bo3pacte [17]. CooTHOIIEHHE MYXYHH U
s)keHiuH - 2 1 1 [9, 15, 16]. Ilo nanusim CynoneBoir H.A., pacnpoctpanennocts XBJIII B PO
Haxoautesa B npexaenax 1 - 3 Ha 100.000 yenosexk [18]. CornacHo pe3yibTaTaM HCCIEIOBaHUN
Kantumuposoit E.A. (ma mpumepe 3ATO IKenesnoropck KpacHospckoro kpas),
pactpoctpaneHHocTh XBJIII, BkiItoyasi ceHCOpHBIN BapuaHT OoJie3HH, cocTaBuia 25,5 Ha 100
ThIC. B3pocioro HaceneHus [17]. KpynHbIX 530UAEMUOJOTHMYECKHUX MCCIEAOBAaHUM TI0

pacnpoctpanenHocty XB/IIT B PO He npoBoaMiIoCh.

1.4 Oco0eHHOCTH KOAMPOBAHHUA MO0 MeEXIVHAPOIHONH CTATHCTHYECKOHN KJaccuuKkanmuu

00JIe3HeH M MPo0JaeM, CBA3AHHBIX CO 3I0POBLEM

G61.8 — [Ipyrue BocHaIUTENIbHBIE TTOJIMHEBPOIIATUI

1.5 Kaaccudukanus 3a00/1eBaHUA WIH COCTOSTHUS (TPYINbI 3200J1€BAHNH WJIH COCTOSTHUIA)

Boigenenue knunndeckux BapuanToB XBJ/III (THIMYHOrO M APYrux) BaXKHO 1O NMPUYKUHE
3HAYUTEIIBHOU BapUaTUBHOCTU KIIMHUKO-3JIEKTPOPU3UOTIOT HUECKON KapTHHBI,
MMMYHOIIaTOI'€HEe3a, OTBETA Ha pa3Hble BUBI MaToreHerndeckoil tepanuu (Tabmuna 1) [1, 8, 9,
15, 19, 20].

Tadoauua 1. Tunuunas u sapuantel XBIII [1, 8, 9, 15, 19, 20].

XBIII Hoas cpeau Bcex BADHAHTOB
XBAII

1. Tunuunas XBJIIT 50-70%

2. Mynbtudoxkansias XB/III (unu mynbTH(OKanbHAS 6-35%

HpI/IO6pCTCHHa${ JACMUCIIMHU3UPYIOIasds CCHCOpHasd U
MOTOpHAasA HeﬁPOHaTHH; Wi CHUHAPOM JIproHnca-

Camuepa)
3. Cencopnas XBJII 5-35%
4. NucraneHas XB/II win nucranbHas npuoOpeTeHHas 2-17%

ACMUCTIMHU3UPpYIOIasA CUMMCTPHUYHAA HeﬁpOHaTI/IH

5. Moropnas XB/I1 5-10%

6. doxkanpHas XB/IIT 1%




1.6 Kannguyeckass KapTHHA 3200J1¢BAaHUS WJIH COCTOSIHHMS (rpynnbl 3a00JeBaHUN MM

COCTOSIHM)

Haubonee pacnpoctpanenHoit siBnsiercs tunuunas XBJII, knuHuyeckas kapTuHa

KOTOpOH Xapaktepuszyercst HanuuueM [1, 8, 9, 19, 20]:

e CHMMETPUYHOIO BSJIONO TeTpamape3a C pPaBHOMEPHBIM BOBJICYEHUEM JUCTAIBHBIX H
IIPOKCHUMAJIbHBIX OT/EJIOB KOHEUHOCTEH;

® HApYUICHUH MOBEPXHOCTHOM U ITyOOKON YyBCTBUTEIBHOCTHU IO MOJMHEBPUTUYECKOMY THUITY
(o Tumy "mepyaTtok u roib¢/HOCoK");

® CCHCUTHBHOM aTaKCUH, TPEMOpPA PYK;

® CHIDKCHHEM WJIU BBINIAJICHUEM CYXOXHIIBHBIX PEQIICKCOB.

Kpaiine penko HaOuoaeTcs BOBJIEUEHHE JAbIXAaTEIbHOW MYCKYJIAaTyphl U HOpakeHHe
YepeIrHbIX HEPBOB (yallle JinlieBoro Hepsa). Ha no3nuux cranusax 0ojie3HU BO3MOXKHO pa3BUTHE
runoTpoguu  MeImi.  JIBuratenpHble  HApymIeHWS OOBIYHO Oojiee  BBIPAXKEHBI, UYEM
YyBCTBHUTEJIbHbIE. BererarnBHble HapylleHUs M HeWponaTHyeckuil OoJieBOW CHUHAPOM He
xapaktepHsl a1 Tunuanoit XB/II1. [TpusnakoB napymenus ¢pynkiuu [THC 1 Ta30BbIX opraHoB
He HabOmogaercss. CTeneHb HEBPOJIOIMUYECKOro Je(uIUTa MOXKET BapbUpOBaTh OT JIETKOH Oe3
CYILIECTBEHHOI'O OTPaHMYEHHUs IEPEeBUKEHUS M CaMOOOCITYXHBAaHUS 10 TSHKEIOM € IOJIHOM
3aBUCHUMOCTBIO OT TOCTOpOHHEH momontu [1, 8, 9, 19, 20].

BropeiM mo pacnpoctpaHeHHocTH BapuaHToM XBJIII sBisercs MynbTudOKalbHas
npruoOpeTeHHast 1eMUeTMHU3UPYIoIas CEHCOpHas U MOTOpHas Heiponartus (ot anri. multifocal
acquired demyelinating sensory and motor neuropathy, MADSAM) wmu cunapom Jlstouca-
Camuepa. Knunuueckass kaptuHa, B oraumuve ot TunuuHoit XBJIII, xapaxrtepusyercs
aCUMMETpUEH HapyLIeHWH W NOpPaXEHHEM II0 THUILy MHOKECTBEHHOM MOHOHEMPOMATHH.
XapakTepHO MPEUMYIECTBEHHOE BOBJIEYEHHE BEPXHUX KOHEYHOCTEH. Y 4YacTH OOJBHBIX IO
Mepe pa3BUTHS 0OJIE3HHW CUMIITOMATHKa MOXET MeperTH B TUNMHYHYIO0 cumMmeTpuunyto XB/IIT
[1,8,9, 19-21].

Ha nomio cencopnoro Bapmanta XBJIII, xoTopblii yacTo neOHOTHpPYET ¢ MOpa)keHUs
HIDKHUX KOHEYHOCTEH, mpuxomurcs 10 5-35% oT Bcex BapHaHTOB OOJ€3HH. XapaKTepHBI
CEHCUTHMBHAsI aTaKCUSl U TMOJWHEBPUTHUECKUN TUIl YYBCTBUTEIbHBIX HapylleHUH. MpleuHas
cnabocth orcyrcrByeT. Ilpu Hamuuuu HEHpoPU3MONIOrMUECKUX MPU3HAKOB MMOPAXKEHUS
MOTOPHBIX ~ HEpPBHBIX BOJIOKOH Mo jgaHHbiM  OHMI'  ycraHaBnmBaeTcss — AMarHos
«IIPEUMYILIECTBEHHO CceHCOpHbIM BapuaHT XBJ/III». JloarocpouHble UCCIEAOBAHMUS IOKA3allH,
4yTO ceHCcOopHBI BapuaHnT XBJIII "acto siBiseTcs nmpexonasimeld KIMHUYECKOW cTaauel OOJIe3HH,
KOTOpas MpelIecTBYeT MOSIBICHUIO MbIIIeuHOM cnaboctu nmpumepHo y 70% mauuentos [1, 8, 9,

19, 20, 22].



JucranpHas npuoOpeTeHHas JAeMUETUHU3UpPYIolas CHUMMETpHuYHas Heiponatus (ot
aurn. distal acquired demyelinating symmetric neuropathy, DADS) — Bapuant XBJII ¢
[IPEUMYIIECTBEHHBIM WM W30JIMPOBAHHBIM BOBJIEUEHUEM JUCTAJIBHBIX OT/AEJIOB KOHEYHOCTEU
(kucTef u crToOm), C TUMNHYHOM KapTHUHONH CHMMETPUYHOTO MOJMHEBPUTHUECKOIO CEHCO-
MoTOpHOTO nopaxkenus [1, 8, 9, 19, 20, 23, 24]. JluarHocTuKa JaHHOTO BapUaHTa OCJIOKHAETCA
CXO0KECTBIO KIIMHUYECKUX ITPOSBIICHUIN C HACJIEACTBEHHON MOTOPHO-CEHCOPHOM HEMpONaTUEH, C
[aparnpoTenHEMUYECKUMU JEMHUEIMHU3UPYIOIUMU HeHponaTusiMy, a  TaKkxke C
noJiMHeponaTusimMu apyroro renesa (IIpumoxenue I'2 u '3).

Mortopublii  BapuaHT Oone3Hu oOHapyxuBaercss y 4-10% mauuentoB ¢ XBJIL
XapaxkTepu3yercsi MUHUMaIbHON BBIPA)KEHHOCTHIO (IpeumMylecTBeHHO MoTopHas XBJII) win
OTCYTCTBHEM CEHCOPHOTO JAe(ulMTa, CUMMETPUYHBIM BSJIBIM TETPANape3oM C BOBJICUEHUEM
MPOKCUMAJIBHBIX W  JUCTANbHBIX OTJAEJIOB, a TaKXe HEAOCTAaTOYHbIM OTBETOM Ha
natorenernueckyro tepanuto 1 munauu: ['KC u [1D [1, 20, 25].

[Tpu ¢oxansaom Bapuante XB/IIl B maToiormyeckuii mpouecc BOBIEKAIOTCS ILUICYEBOE
WIA TIOSICHUYHO-KPECTLIOBOE CIJIETEHUE, mNepudepudeckre HEepBbl 1-3 CErMEHTOB € OIHOM
CTOPOHBI, €LIE pPeXe CUMITOMATHKA IPEACTABICHA B BUAE MOHOHeWponatuu. DokalbHbIN
BapuanT XB/III HexkoTOpbIMH aBTOpamMH paccMaTpuBaeTcs Kak ¢opma cuHapoma Jlbromca-
Camuepa. C TeueHHMEM BpPEMEHHM BO3MOXKHA T€HEepaliM3alis NaTOJIOTMYECKOro mpolecca H
TpaHc@opmalysl KIMHUYECKON KapTUHBI B TUIMUYHBIA CUMMETPUYHBIM MU MYJIbTU(OKATBHBIN
acumMeTpuuHblid Bapuantel XB/II [1, 8, 9, 19, 20].

IIpu tunmynoii XB/III 1 e€ BapuaHTax HEBPOJIOIMYECKUE HAPYLICHUS B I10JABIIAIOIIEM
OOJIBIIMHCTBE CIy4yaeB HEYKJIOHHO TIPOTPECCUPYIOT WM HaOMIOAAeTCsl BOJIHOOOpa3HO-
peLuANBHUPYIOIIEe XPOHUUECKOE TEUEHHE C HapacTaHhueM cuMnToMoB Oosiee 8 Henenb. [lo 16%
ciyuyaeB XB/IIT moxer pa3BuUBaThCsi OCTPO M B Je0l0T€ MO KIMHUKO-aHAMHECTUYECKHUM,
HEHUPOPU3HOIOTUYECKMM XapaKTepUCTUKaM HE OTJIMYAaeTCss OT OCTPOM BOCHAIUTEIbHOMN
nemuenuuuupyoomeid  nonunerpornatun  (OBJII). HangexxHbIX HHCTpYMEHTalIbHBIX U
71ab0paTOPHBIX METOAOB Ajsl mpoBeneHus nudpdepennuanpbHoro auarsosa mexay XBJII c
octpbeiM HavyasioM U OBJ/III Ha mMomeHT nebrota Her. uarnoz XBJII mpu octpoM pa3BUTHUH
CHUMIITOMAaTUK{ YCTAHABIIMBAETCS B Clydae MPOrpecCUpPOBaHUS HapyLIeHWH B TeueHue Oonee 8
HeleNb WM TpU HaIMYUM 3X DSNHU30[0B YXYIIIEHWH, HECMOTpS Ha MPOBOJUMYIO
nmaToreHeTnuecKyro Tepanwio [1, 8, 9, 18, 19, 20].

B Hacrosmuii MOMEHT paccMaTpuBalOT OTIENbHO (He B pamkax BapuanTtoB XBJIII)
XPOHUYECKYI0O MMMYHHYIO CEHCOpHYI mnosimpaaukyionatuto u XB/III, accoummpoBaHHyO C
aHTUTENaMU K HOJAJIbHBIM M NapaHOJAlIbHbIM AaHTUreHaM. CHMITOMOKOMIUIEKC MpHU

XPOHUYECKOM HMMMYHHOM CEHCOPHOM MOJIMPAIUKYJIONATHU TMPEACTABICH BbIPAXKECHHOU
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CEHCUTHMBHOW AaTakCMel W YYyBCTBUTEIbHBIMU IIOJWHEBPUTUYECKMMH HApPYLICHUSMH; a
JUAarHOCTHMKAa MOKET BbI3BATh 3HAUMUTEJIbHBIC 3aTPyJHEHUs, IOCKOJbKYy mipu OHMI'-
UCCJIEOBAHUM NIATOJIOTMYECKUE U3MEHEHHMS HE BBISBIISAIOTCS BCJIEICTBUE IIOPAKEHUS CEHCOPHBIX
KOPEIIKOB Ha MPEraHIIIMOHAPHOM YPOBHE M MHTAaKTHOCTH JIBUraTeiabHbIX BOJIOKOH. Jlisa XB/III,
accoruupoBanHoil ¢ IgG4 anTuTenamu K HelpodaciuHy-155 W KOHTaKTHUHY-1, XapaKTepHBI
Oonee paHHU Bo3pacT neOroTa 3a00JeBaHMS, CCHCUTHUBHAs aTaKCUs, BBIPAKEHHBIH TpeMop
KOHEYHOCTEH, a TakKe BOBJICYCHHE LEHTPAIbHOW HEPBHOW CHUCTEMBI Y psga OOJIBHBIX;
BO3MO)XHO arpeccHMBHOE TeYeHHE 3a00JieBaHUSI M paHHEE BTOPHUYHOE BOBJICYCHHE AKCOHOB
nepudepudeckux HepBos [1, 10-14, 19, 20, 26].

XB/IT MoxeT pa3BUBAThCS U MPHU TAaKUX COCTOSIHUAX W 3a00JIEBAHUSX, KaK C CaXxapHBIA
nuabeT, MOHOKJIOHambHas ramMmanatus IgG wimm  IgA  HeompeneneHHOro  3HAYCHWS,
MOHOKJIOHaNbHast ramManartus IgM 6e3 antuten k MAG, BUY-undexnus, 3mokadyecTBeHHbIE
HOBOOOpazoBanus. OAHAKO B HACTOSIIMI MOMEHT HE MOJYYEHO YOeIUTENbHBIX JI0Ka3aTeIbCTB
B3aumocBsa3n XBJIII ¢ stumu 3aboneBanusimu. B HexoTophix ciaydasx XBJIII moxer ObITH
BbI3BaHa MPUEMOM JIEKAPCTB WM OMosIornueckux npenaparos [1, 10-14, 19, 20].

Judbdepenumanbupiii quarso3 npu tunuaHor XBJIIT m e€ BapwaHTax mIpencTaBiieH B

[Tpunoxenun ['2 u I'3.

2. InarnocTuka 3a00J1eBaHUSA WIN COCTOSIHUSA (TPyNIbI 3a00/1eBaHUIl HJIH
COCTOSIHUIN)

2.1 ’Kaao0Ll M aHAMHE3

. Pexomennyercss mopospeBars XBJIII y mnmamueHTOB € IPOrpeCCUPOBAHUEM  BSIOTO
TeTpanape3a U 4yBCTBUTEJIbHBIX HAPYUIEHUU IO MOJWHEBPUTUYECKOMY THUIYy B TE€UEHUE
OoJiee 8 Helenb C 1eNIbI0 CBOEBPEMEHHOM JUAarHOCTUKH 3a0oneBanus [1, 9, 19, 27-30].
YpoBenb  yOenutesbHOCTH  pekoMenaauuid C  (YypoBeHb  J10CTOBEPHOCTH
A0Ka3aTeJabCTB — 5)

KommeHnTapuii: nayuenmsr npedvagiaiom canodvl Ha c1abocmev Muly pPYK U
NpeuMyWecmeeHHo Ho2, U3MEHEeHUe HNOXOOKU, MmpyoHocmu npu 6eze u nooveme no
Jlecmuuye; Ha OHeMeHue, CHUNCeHUe Yy8CmeumenvHocmuy Kucmet u cmon. B psoe cnyuaes
becnoxoum Heycmouyugocms npu xoodvbe. Kanobvl Ha Heliponamuueckyilo 00b,
HapyuieHue 3peHus, 2l0Manus, ObIXAHUs, QYHKYUU MA306blX OPeaHO8 He XAPAKMepPHbl.
IIpu onpoce cnedyem obpawames HUMAHUE HA CPOK NPOSPECCUPOBAHUSL CUMIIMOMAMUKU,
Hamuyue  CONYMCMEYIOWUX  comMamuyeckux 3abonesanuti, npemopOUOHbvIll  (DOH,

HACAeO0CMBEHHbI AHAMHE3 NO HEPBHO-MblUUEYHbIM 3a0071e8aHUSM.
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2.2 duzukajbHoe 00cae10BAHUE

Pexomenayercst CONMOCTAaBISITh PE3yNbTaThl OMpoca M (PU3MKAIBLHOTO OO0CIIEOBaHUS C
kpurepusimu auarHoctuk XBJIIT EAN/PNS ot 2021 roxa y manueHTOB ¢ HOJO3pEHHEM
Ha XB/III c nenbto noBeienus gocroBepHoctu auarnoctuku (Ilpunoxenne I'1) [1, 9, 19,
27-30].

YpoBenb  yOenuteabHOCcTH  pekoMenmamuii.  C  (YypoBeHb  JI0CTOBEPHOCTH

A0Ka3aTeJabCTB — 5)

2.3 JIaGopaTopHbIe THATHOCTHYECKHE MCCAe10BAHUS

Pexomenayercst mpoBeieHre J1a00paTOPHBIX UCCIIEIOBAHMI: 001IEro 1 OMOXUMUYECKOTO
aHaIu30B KpoBH, aHanmu3a kKpoBu Ha RW, BHUY, remarurtet B u C, ypoBeHb
TJIMKAPOBAHHOTO TeMoriioonHa, ButamMmuHoB B12 u B9, romouucrenna, obiiero anamusa
MouM TamueHTam c¢ mnomo3perrem Ha XBJIII ¢ muddepeHnmanbHO-IHarHOCTUYECKOM
uensto (Ipunoxenune I'3) [1, 9, 19, 27-30].

YpoBenb  yOeauTEJBHOCTH pexoMeHaanuii C (YypoBeHb  [10CTOBEPHOCTH
J0KA3aTeJbCTB — 5)

Pexomenayercst mpoBefeHHe dJekTpodope3a OENKOB  CHIBOPOTKM U MOYU  C
uMMyHOUKcareln — manueHTam ¢ nojo3penneM Ha XBJII ¢ muddepennmanbHo-
nuarHoctuueckoit nensto ([punoxenue [12) [1, 9, 19, 27-30].

YpoBenb  yOegureqbHocTH  pekoMeHgamuii  C  (ypoBeHb  [10CTOBEPHOCTH
JA0KA3aTeJbCTB — 5)

KommenTapmii: ougppepenyuanvuwiii ouacnos npeocmasner 6 Ipunoscenuu I'2 u I'3. [lpu
He0bX00UMOCMU CHUCOK OONOJHUMENbHBIX J1AO0PAMOPHLIX Memo008 00C1ed08aHUs
Modicem Oblmb pacuiuper U OONOJIHeH MAKUMU UCCTe008AHUAMY, KAK AHATU3 KPO8U HA
ypogenv anmumen Kk Borrelia burgdorferi, peemo-gpaxmop, C - peakmugnwiil 6en10K, ananu3s
Kpo8U HA AHMUHYKIEApHull (Pakmop, aHmumena K sI0epHbIM AHMUSEHAM, aHmumend K
ogycnupanvnou JIHK, awmumena K yYukiuueckomy yumpyaiuHo8oMy Nnenmuoy,
anmuneumpoguavHsle yumonnasmamudeckue auwmumena 1gG, ananuz Kposu Ha
AHMUHEUPOHATIbHbIe aHMUMmena,; anmumena K 2aHeIuo3uoam nepughepuyeckux Hepeoas,
KpUO200YIUHbL, MONEKYISPHO-2eHEMUYeCKoe 00ciedo8aHnue u opyaue.

Pexomenayercsi TpOBEACHHE IUATHOCTHMYECKOM IIOMOANIbHONW TYHKIMH C OOIIMM
aQHAJIN30M JIMKBOpa ManueHtaM ¢ Bo3MokHoM XBJIII (mpu OTCyTCTBUM MOJHOTO
COOTBETCTBUSl KJIMHUYECKUM M  DJIEKTPOJUArHOCTHYECKUM  KPHUTEPUSIM  OOJIC3HH;
[Tpunoxxkenune I'l), mpu octpom nedroTe 3aboneBaHMs, a TaKKe NPHU TOJO3PCHHH Ha

UHQEKIIMOHHBIN HITH TUMQOponrdepaTuBHbINA reHe3 MOTUPATUKYIOHESHPOaTHH C LENBIO
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MOATBEPKICHUS AUAarHo3a U npoBeAeHus nuddepennuanpaon quarnoctuku [1, 9, 19, 31-
33].

YpoBenb  yOenurTeqbHOCTH  pekomengamuii C  (YpoBeHb  JOCTOBEPHOCTH
J0KA3aTeJbCTB — 5)

KommenTapuii: ne pexomendyemcs npogooums OUACHOCMUYECKYIO  THOMOATLHYIO
NYHKYUIO, ecnu umeemcs noIHOe coomeemcmeue KAUHUYECKUM u
anekmpoouacnocmudeckum kpumepusm XBIII [1]. [Ipu XB/II ¢ 83-95% cayuaes ypogens
oenxa 6 LJC)K noeviuen npu nopmanvnom yumosze <l 0/mrt’. Cnedyem Koppekmuposambw
HOPMY YPOBHsL benka 8 nuxeope ¢ yuemom eozpacma (>0.5 2/n 0o 50 nem u >0.6 2/n nocne
50 nem) [1, 31-33]. Hopmanouwsiii yposenv Oenxa 6 auxeope He UCKIoUaem OUdaeHo3
"XBAIT". Ipu eviserenuu nieoyumosa >50/um’ mpebyemcs uckniouenue uHblx npuHuH
HeB8pONI02UYeCKUX HapyueHull (Hetpoungexyutl, Helupocapkouoosd, 310KaA4ecmE8eHHO20

aumgonponughepamusrnozo npoyecca u op.) [19, 34-35].

2.4 UHCTpYMEHTAJbHBIE JIUATHOCTHYECKHE MCCIETOBAHUS

Pexomenayercs nposenenue DHMI -uccienoBanus nepudepryeckux HEPBOB MALUEHTaM
¢ nogo3penrieM Ha XBJ/III ¢ menpio yTodHEHHs! YpOBHS MOpPaXEHUsS MepudepryecKoro
HENpPO-MOTOPHOTO amnrnapaTa ¥ XapakTepa NOBPEKICHHsI HEPBHBIX BOJIOKOH [1, 9, 19, 36-
39].

Kommenrtapuu: y 6onbnvix XB/II npu DHMI evisignsemcs eenepanu3068anmbll, dauje
CUMMEMPUYHDIL, — CEHCO-MOMOPHBIU  HEGPANbHLIL  YPOBEHb  NOPAJICEHUs  NePEUYHO
oemuenuHusupyrowe2o mund, 07 KOMOpOo20 XapaKmepHo 3HAYUMENbHOe CHUJICEHUE
MOMOPHOU cKopocmu pacnpocmpanerus 6030yacoenus (CPBm), yeenuuenue oucmanvhoi
JIAMEHMHOCMU MOMOPHBIX OMEEMOos, YeeaudueHue MUHUMAIbHOU aamenmuocmu F-6onn,
Hanuyue ON0KO8 NpPOBEOeHUs NO O0BUSAMENbHbIM Hepeam (CHUdCeHue amniumyosl
npoxkcumanbHo2o M-omeema no omuoweHuro k oucmanvHomy Ha 30% u 6onee) unu
namono2uieckoli MmemMnopaibHol Oucnepcuu (noaugasus u yseruderue OIUMENIbHOCU
NPOKCUMATLHO20 MOMOPHO20 omeema Ha > 30% omHuocumenvno oucmanvrozo) [1, 36-
39]. B Ilpunoswcenuu I'l (anexkmpoouacnocmuueckue kKpumepuu XB/II) yrkasan
PEKOMEHO0BAHHBII 0ObeM HeUpPODU3UOI02UYECKO20 UcCcIedosanus. Bo epems nposedenus
OHMI memnepamypa Koxicu OONHCHA NOOOEPAHCUBAMBCA 6 00IACU JTAOOHU HA YPOBHE He
Hudice 33 C° u napyoicnotl 100vlocku He Hudxce 30 C° [1].

Pexomennyercs COIIOCTaBIIATH pe3yJIbTaThl OHMI -nccnenoBanus c
anextpoauarnoctuaeckumu kpurepusmu XBIIT (EAN/PNS, 2021) ¢ nenpio MOBBIIICHUS

noctoBepHoctu auarnoctuku (IIpunoxkenne I'1) [1, 9, 19, 36].
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YpoBenb  yOenuteabHOCcTH  pekoMenmamuii C  (ypoBeHb  J10CTOBEPHOCTH
A0Ka3aTeJdbCTB — 5)

Pexomennyercsi nposencHue Y3M mnepudeprudeckux HEPBOB W CTBOJIOB ILICYEBBIX
CIUIETEHUH MauueHTaM ¢ Bo3MokHOM XBJIII (mpu OTCYTCTBUHM IOJHOIO COOTBETCTBHUS
KIMHUYECKHUM U DJIEKTPOJMArHOCTUYECKUM KkputepusiMm Ooineznu; [Ipunoxkenue I'l) c
LEJIbI0 MOATBEPKACHUS AUarHo3a U mposeneHus nuddepennuanbHoil tuarnoctuky [1, 9,
19, 44-49].

YpoBenb  yOeautenbHocTH  pekoMenaamuii  C  (YpoBeHb  /I0CTOBEPHOCTH
J0KAa3aTeJbCTB — 5)

Kommenmapuu: Y31 nepughepuueckux Hepeoe u cmeonos nieyevlx cniemeruti 6Xooum 6
nooodeporcusarowue kpumepuu ouacnocmuxu XB/[II (Ilpunoscenue I'l). [Ipu XB/II ¢ 40-
80% cnyuaee ommeuaemcs ysenuuenue HNIOWAOU NONEPEUHO20 CEYEHUS CNUHATbHBIX
Hep808, CMBOJI08 NJleyesblx ChlemeHull, nepugepuyeckux Hepeos 6He 30H MYHHelel, d
makoice  Hamuyue UHMPAHEBPANIbLHLIX — COHOZpAUYUECKUX  U3MeHeHuu  (yeenuuenue
OMOeNbHbIX Pacyukys, uepedosanue 2uno- U SUNEPIXO2EHHbIX YBeIUdeHHbIX hacyuxyn). B
Hpunoocenuu I'l yxazan pexomMeHOOBAHHBIUL MUHUMALbHLIL 00beM COHOSPAPUUECKO20
uccneoosanusi. Pesynomam Y3U  nepughepuueckux Hepeoe He Koppeaupyem ¢
BbIPANHCEHHOCBIO KIUHUYECKUX NPOSGNeHUl, a OMCYmcmeue UsMeHeHUull He UCKIYdem
ouaenos XBAII [44-49].

Pexomenayercsi nposenenne MPT muieueBoro win MOSCHUYHO-KPECTIIOBOTO HEPBHBIX
CIUIETeHUH (BEIMYMHA MarHUTHOW MHAYKUUU > 1 Ti, BU3yanu3alnnoHHbIe H300paKeHUs B
craugapteix T1 m T2 pexumax, a takxke B pexxumax STIR u DTI) maumenram c
Bo3MoxkHOM XBJIII (mpu  OTCYTCTBHMM TMOJIHOTO COOTBETCTBUSl KIMHUYECKUM U
AIIEKTPOUATHOCTUYECKUM  KpuTepusam  Oone3nu; [lpunmoxkenne I'l) ¢ mensro
MOATBEPKICHUS AUAarHo3a u nposeaeHus nuddepennuanbaon auarnoctuku [1, 9, 19, 40-
43].

YpoBenb  yOenuTeabHOCTH  pexkoMenaaumuii C  (YypoBeHb  J0CTOBEPHOCTH
A0Ka3aTeJabCTB — 5)

Kommenrtapuu: MPT cniemenuti 6xo0um 6 nodoepacusaioujue Kpumepuu OUaeHoCmuKu
XBAII (Ilpunoxcenue I'l). Tlosvluenue unmerncugHoCmu CUSHALA OM CMBOJI08 Nie4eB8020
UnU NOSACHUYHO-Kpecmyosozo cniemenutl 8 pexcume T2-STIR u DTI u/unu eunepmpogpus
(ymonwenue) CnuHanbHblX Hep8os, CMEOoJI06 cniemenull svissnsiemca y 44-82% nayuenmos
¢ XBAIl. Omcymcmeue usmernenuti npu MPT-uccrnedosanuu ne uckirouaem ouaznos XB/I1

[40-43].
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Pexomenayercst mpoBeicHHE OHMOTcHU TTeprudepruIecKoro HepBa MalueHTaM ¢ BO3MOKHOM
XBAII (pu OTCYTCTBUH MOJIHOTO COOTBETCTBUSA KIIMHUYECKUM u
AJIEKTPOIMArHOCTUYECKUM KpuTepusMm Ooiie3nu; Ilpunoxenue I'l) ¢ menpro yrodHeHus
JarHo3a U mposeneHus JuddepeHnmanbHoi nuarnoctuku [1, 9, 19, 50-54].

YpoBenb  yOenuteqbHOCcTH  pekoMenmamuid C  (YypoBeHb  JI0CTOBEPHOCTH
J0KAa3aTeJlbCTB — 5)

Kommenrapuii: mopghonozuueckoe uccrnedosanue Hepéa 6xooum 6 nooodepicusaroujue
kpumepuu  ouacHocmuku  XBJII  (Ilpunooswcenue 1I'1). Ilposodumcs  buoncus
yyeCmeumenbHo20 Hepea (uawe uxpouodcnozo) [51-53]. Hna XBIIl xapaxmephol
cnedyrouue mopghonocuieckue usMeHeHus: 00pa308aHus no MUnY «IyKOBUUHbIX 201080KY,
NPUSHAKYU NEPUBACKYTIAIPHO2O BOCNANICHUs, CEe2MEeHMAapHas MaxKpo@az-unoyyupo8aHHasl
demMuenunu3ayus, AaKCOHANbHas decenepayus, pemuerunuzayus [9, 19, 51-54].
Pexomenayercsas npu nocraHoBke nuarHo3a XBJIII mo COBOKYNMHOCTHM KIMHUYECKHX W
MapaKIIMHMYCCKUX JIAHHBIX OMpeNeNaTh kareroputo nuaraoza EAN/PNS (2021) ¢ nensro
MOBBIIICHHS TocTOBepHOCTH quarHocTuku (IIpumoskenne I'1) [1].

YpoBenb  yOeautenbHocTH — pekomenaamuii  C  (YypoBeHb  /10CTOBEPHOCTH

J0KAa3aTeJabCTB — 5)

2.5. UHble fTUArHocTu4eckue HccjaeI0BaHus

Pexomenayercsi  npoBoauTh  AuddepeHIuaIbHyl0  JUAarHOCTUKY € JpYTrUMU
HEBPOJIOTHYECKUMH 3a00JieBaHUAMU TManueHTam ¢ nogo3penneM Ha XBJII ¢ menbro
yrounenust nuarnosa ([Ipunoxenne 2 u13)[1, 9, 19, 55-58].

YpoBenb  yoOeautenbHocTH  pexoMenaamuii C  (YypoBeHb  /I0CTOBEPHOCTH

J0KAa3aTeJabLCTB — 5)

3. JleueHnue, BKJIOYAsi MeAUKAMEHTO3HYI0 U HEMEeIUKAMEHTO3HYI0 Tepanumu,

AMETOTEpPanuIo, 00e300/1eBaHue, METUIIMHCKHE TTOKA3AHUSA U

MNPOTHUBONOKA3aHUA K IPUMCHCHUA METOAO0OB JICUCHUA

3.1 [IaTorenernyeckas Tepanus nNepBoii JUHHUHA

PexoMeHnayercsi B paMKax MMaTOTeHETUYECKOM Tepanuu | JTMHUM Ha3HA4YaTh MAIEeHTaM C
XBJAIT BbICOKO03HYIO BHYTpUBeHHYI0 nMMyHoTepanuio (BBUT) (pazmen 3.1.1) umm
BBICOKO/I03HYIO Tepanuto rmokokoptukoctepouaamu (I'KC) (pasgen 3.1.2) [1, 19, 27, 59-

80].
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YpoBenb  y0enuTeJbHOCTH  pekoMeHaaumid B (ypoBeHb  [10CTOBEpPHOCTH
A0KA3aTeJIbCTB — 2)

Pexomennyercst npu HedppexruHocT BBUT wimm 'KC, mpoBoauTh BEICOKOOOBEMHBIT
tepaneBruueckuii mnazmadepes (I1dD) (pazgen 3.1.3) [1, 19, 27, 59-80].

YpoBenb  y0equTeJbHOCTH  pekoMeHjaauuid B (ypoBeHb  [10CTOBEpPHOCTH
J0KAa3aTeJbCTB — 2)

KomMmeHTapuii: gule ykazanuvie MemoObl NAMOSEHEMUUECKO20 Jle4eHUs UMelom
PABHO3HAUMBII mepanesmuyeckull dgpgexm 8 kpamkocpounol nepcnekmuse [1, 9, 19].
Ilpu mnedocmamounoil d¢hghexmuenocmu MoHomepanuu Ui NOAGIEHUU NOOOUHBIX
ahhexmos 603MOdNCEH Nepexod ¢ 00HO020 8UOd Mepanuu Nepeoll JIUHUU HA OpPYeoll.
Jonyckaemca xomounayuss I'KC u BBUI, I'KC u I1®; so3moaxcno egedenue BBUI no
3asepwenuto Kypca I1P.

Pexomenayercst B3BEIICHO NOJIXOAUTh K Hayajdy JICUYEHHUS, YUUTHIBATbH OCOOEHHOCTH
TeYeHUs 3a0oNeBaHMs, C IEJBI0 JIOCTWKCHHUS MAaKCHUMaIbHOH AI(PPEKTHBHOCTH
naroreHeTuyeckou tepanuu [1, 9, 19].

YpoBenb  yOeauteabHocTH — pekoMenaanmuii  C  (ypoBeHb  /10CTOBEPHOCTH
J0KAa3aTeJabCTB — 5)

KommenTapuii: npu  cmayuonapnom  nenpocpeccupyrouwjem  meyeHuu  OOJe3HU,
MUHUMATLHOU  8blpadicenHocmu  Hegpoaocuieckoco oeuyuma (INCAT < 2) wue
PEKOMEHOYemcs. HA4uHams Namo2eHemudeckKylo mepanuio, OCMAaeué nayueHma noo
ounamudeckum HaoOooenuem. llamoeenemuueckas mepanus NOKA3aHA NAYUEHMAM C
XB/IIl npu npocpeccuposanuu 601e3uu Uiy peyuouse, oCmpom oebrome, npu HAIUYUU
He8poI02Uu4ecko2o deuyuma, 8nusAIOWeE20 Ha NepPeosuUdtCeHUe U CAMOOOCTYHCUBAHUE.
Pexomenayercst B BbIOOpE MeTO/1a Tepanuu MepBOil TUHUM oTAaTh npeanourenne BBUT
narmentam ¢ XBJIII, accouuupoBaHHON C caxapHbIM Jaua0eToM, MpH BapHaHTaX
3a0oseBaHus (MynbTU(POKATLHOM, MOTOPHOM, CEHCOPHOM, (DOKaTbHOM), a TakkKe IMpHU
HAJIMYUU COMYTCTBYIOLIUX XPOHUYECKHX COMATUYECKUX OOJIe3HEH, C LEIbI0 JOCTUKEHUS
MakCUMalIbHOW 3()PEeKTUBHOCTU JieueHUs U MpodUIaKTUKU MOOOYHBIX 3PdekToB [1, 9,
19].

YpoBenb  yOeauteabHocTH — pekoMeHaanmuii  C  (ypoBeHb  /10CTOBEPHOCTH

J0Ka3aTelbCTB — 5)
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3.1.1 BuyrpuBennasi BLIcOkoao3Hast uMMyHoTepanusi (BBUT)

Pexomenayercs nepen mnpoBeneHuem crtaptoBod BBUT uccinenoBanune ypoBhHs IgA B
kpoBu manuentam ¢ XB/III ¢ nenbro BeisiBenus [gA-ummyHnoaeduimra [60-62].
YpoBenb  yOeautenbHocTH  pekoMenaamuii C  (ypoBeHb  /I0CTOBEPHOCTH
J0KAa3aTeJabCTB — 5)

KommenTapuii: msowcenvie aunagurakmuueckue peakyuu npu BBUI ecmpeuaromces
Kpaune peoxo. Yawe onu pazeusaromcsa y nayueHmos ¢ oegpuyumom IgA, 6vi36aHHbIM
nHanuyuem anmumen (IgG wnu peoce IgE), komopule, 63aumooeticmsys ¢ IgA 6 npenapame
BBUI', mocym ewizeams anapurakmuuecxkyro peaxyuio. Yposenv IgA, npu xomopom
cocmosiHue onpeoensemcs: Kak IgA-ummynooedpuyum, cocmagniem 6 cpeonem <7 me/on
(0,07 2/n; 5—10 me/on). I[lpu noxazamensix yposus IgA eviwe 7 me/on, Ho 6 2 pasa nudice
HOPMAIbHBIX 3HAYEHULl, COCMOsAHUe MOdHCem ObiMb PACYEHEeHO KAK YACMUYHBIU Oedhuyum
IgA. Puck nobounvix sgppexmos, ceazannviii ¢ Haiuyuem oeuyuma IgA, me Oondiwcen
paccmampusamsbcs Kak abcontomioe npomusonoxKazanue K nposedenuro mepanuu. B
MAKUX CAY4asnx peKxomeHnoyemcs nposooums npemeouxkayuro; 68oo0ums npenapam BBUT,
coodeporcawuti  Haumenvulee Koauvecmeo IgA; He npegvluiamsb peKOMeHOYeMylo 8
UHCMPYKYUU CKOPOCMb 86e0€HUsl npenapamad.

Pexomenayercss mnposeaenne BBUT mnpenapatamum u“MMyHOrIoOyiuHA 4eloBeKa
HOpMalIbHOTO**# ¢ cojepkaHueM HMMMyHoOrjaoOyiauHa kiacca G He MeHee 95% B
CTapTOBOM KypcoBoM no3e 2 r1/kr mauumeHtam c¢ XBJII ¢ menpto maroreHeTHyeckon
tepanuu [1, 9, 19, 59, 63-70].

YpoBenb  yOenurTeJbHOCTH  pekoMeHjanmuid B (ypoBeHb  [10CTOBepHOCTH
A0KA3aTeJIbCTB — 2)

Kommenrapum: cmapmogoe 6sedenue BBUI' npogooam 6 ycinousx Kpy2ioCymouyHO20
CMayuoHapa 8 pexcume exceOHe8Hulx un@y3uil 6 0ose 0.4 /ke/cymku 6 meyenue 5 OHell
(cymmapro na Kypc 2 epamma npenapama Ha ke éeca nayuenma) [1, 67].

Pexomenayercst mocie CTapTOBOro Kypca NpOBEACHHE 2-5 MOANEPKUBAIOIIMX Kypca
BBUT B no3e 1 1/kr B pexkume pa3 B 3 Hepenu (W €€ 0JJHOTO Kypca B 03¢ 2 T/KT uepe3
4 Hepenu mocne crapToBoro Kypca) namuentam ¢ XBJIII ¢ menpro maToreHeTHMueckoin
Tepanuy U JO0CTOBepHOro onpeaenenus s¢pdextusHoct BBUT [1, 9, 19, 59, 63-70].
YpoBenb  yOenuTeJbHOCTH  pekoMeHaauumid B (ypoBeHb  [10CTOBEPHOCTH
A0Ka3aTeJNbCTB — 2)

Pexomennyercs npu 3¢dextuBHoctt BBUT moagnepxkuBaromas tepanus BBUIT mo

MEePCOHAIM3UPOBAHHBIM KYpPCOBBIM J103aM M cXeMaMm BBeleHHs mnamueHtam ¢ XB/II,
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OTBeTUBIIMM Ha ctapToByl0o BBUT, ¢ menpio nmpodunakTuky penuanBa 3a00JIeBaHUS U

nojaaepxkanust pemuccu [1, 9, 19, 63-67].

YpoBenb  yOenutTeqbHOCTH  pexoMeHaamuii C  (ypoBeHb  JI0CTOBEPHOCTH

J0KAa3aTeJbCTB — 5)

KommenTapuu: 6 noodepoicusarowem pescume npu XBIII BBUI moeym 6sooumwvcs 6

VCIOBUSX KPY2TLOCYMOYHO20 Ul OHe8HO20 cmayuonapa no cxemam [1, 9, 19, 67]:

o cymmapHas 0oza 0.4 2/xe, ssedenue 3a 1 Oenv, kpamuocmv 8gedenusi - 1-2 pasza @
Heoen;

o cymmapHas 0o3a 1 o/ke, esedeHue 3a 2-3 OHA, KPAMHOCMb 66e0eHUsl - Kaxcovle 3-4
Heoenu,

O cymmapHas 0o3a 2 e/xe, ésedenue 3a 3-5 OHell, KPAMHOCMb 88e0eHUsl - Kadcovle 4-0
Heoelu.

Ilpu cmabunvnom cocmosHuu nayueHma 6 mevenue 6-12 mecayes, Komopoe ObLIO

00CMUSHYMO U NOO0EPIHCUBAEMCcsl HA (hoHe pe2ylspHblX No8mopuvlx un@ysuti BBUT,

DPEKOMEHO0B8AHO NOCMENEeHHOe CHUdCeHUe 003bl U/UNU YeearuyeHue UHMep8ald MexHcoy

6gedenuamu  npenapama. B cnyuae  BBUI-3a6ucumocmu,  koz20a  pemuccus

noooepoicugaemcs pezyaapuou BBUT, a npu napywenuu pexcuma BBUT cocmosnue

yxyowaemcs, 6gedenusi BBUI' nposodumcs maxkcumanvro onumenvuo [1, 9, 19, 59, 63-

70]

Pexomenayetcst ipu BeiOope npemnapata BBUIL ornaBars npeanoutenue 10% pactBopam

C eNIbI0 YMEHBIIEHUsT 00beMa uudy3ui [61, 68, 69].

YpoBenb  yOeauteabHocTH — pekoMeHaanmuii  C  (ypoBeHb  /10CTOBEPHOCTH

A0Ka3aTeJdbCTB — 5)

KommenTapuii: npumenenue 10% pactBopoB BBUI' mozBosisier ymeHbIINTH OOMIMiA

00BEM BBOJMMOM JKHUIKOCTH, YTO aKTyaJdbHO JJIS BBICOKOJO3HOW TEparviyd B IIEJIOM H

UMeEeT pelrarolnee 3HayeHUue y OepeMEHHBIX JKESHIINH, MAlMEHTOB C CEPCYHO-COCYIUCTOH,

MOYEYHOW MATOJIOTUEH, a TakKe B APYTUX CIydasx, TPEOYIOIUX OrpaHUYECHHs OOIIEro

o0bemMa HHQY3HA.

3.1.2 Tepanus NOAKOKHLIM UMMVYHOIJI00VJINHOM

Pexomennyercs npu sddextuBHoctn BBUT momnmepkuBatomas Tepanus MOAKOKHBIM
UMMYHOTTIOOYJIMHOM YeJOBeKa HOPMAaIbHOTO**# ¢ cojepkaHHeM HMMYHOTJIOOYIHMHA
kiacca G He meHee 95% 1o nepcoHaNM3UPOBAaHHBIM KYPCOBBIM J103aM U CXE€MaM BBEACHUS
nanmentam ¢ XB/III, orBermBmmMm Ha crtaptoByto BBUT, ¢ mnensto mpodrutakTuku

penmauBa 3a001eBaHus U oAAep)aHus pemuccuu [1, 9, 19, 63-67].
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YpoBenb  yOenuteabHOCcTH  pekoMenmamuii C  (ypoBeHb  J10CTOBEPHOCTH
A0Ka3aTeJabCTB — 5)

KommenTapuu: ¢ noodepacusaiowem pesicume npu XB/[II nookosicHblll UMMYHO2T00YIUH
MOdHCEm 8600UMbCSL 8 YCIOBUSX CIMAYUOHAPA, AMOYIAMOPHO ULU 8 OOMAWHUX VCILOBUSIX NO
cxeme [1, 9, 19, 67]: cymmapnas 0osza 0.4 e/ke, 6sedenue 3a 1 OeHb, KpamHocms 66e0eHUs
- 1 pa3z 6 Hedemo. Ilpu HeahhexmusHocmu YKa3auHou cxemvl peKOMEHOYemcs Y8eauuums

003y U/UNU CHU3UMb KPAMHOCMb 86€0eHUs npenapama.

3.1.3 I'moxokopTukocreponabl (I'KC)

Pexomenayercst mepen Bbeicokomo3HoM Tepamueir ['KC mpoBeneHue uccienoBaHUil:

o01Iero 1 OMOXMMHUYECKOTO aHAJIM30B KPOBH, OOIIETO aHaj M3a MOYH, aHAJIM3a KPOBH Ha

BUY, RW, renarutet B u C, OKI', OI'IC, pentrena nerkux mamueratam ¢ XBJIII ¢ nenbio

BBISIBJICHUS IPOTUBONOKA3aHUI K JaHHOMY MeToay Jjeuenus [1, 9, 19, 71].

YpoBenb  yOeauteabHocTH — pekoMenaanmuii  C  (ypoBeHb  /I0CTOBEPHOCTH

JA0Ka3aTeJNbCTB — 5)

Pexomenayercst eueHue nepopainbHbIMU Wi BHyTpuBeHHbIMH ['KC B BBICOKHX 032X

nanuentam ¢ XB/III ¢ nenpto natorenerndyeckou tepanuu [1, 19, 59, 71-75].

YpoBeHb  y0enuTeJbLHOCTH  pekoMeHaamuii B (ypoBeHb  10CTOBEPHOCTH

A0KA3aTeJIbCTB — 2)

Kommenrapum: ¢ mepanuu XB/JII ucnonvzyiomes cnedyrowue I'KC-npenapamer u cxemvi

ux npumernenus [1, 71, 75]:

O  NpeOHU30M0H™  # (unu memunnpeoHuzonon**# 6 npeonusonono8om 3IKeusanienme)
nepopanvHo 6 003e -2 me/ke/cymKu edxdceOHesHO ulu no albmeprHupyrwel cxeme ¢
yepedoganuem «oonvuwony (1-2 me/xe) u «manouy (0,5-1 me/ke) 003 6 meuenue 4-6
Heodenwv. Ilpu docmuscenuu kaunuueckoeo 3¢ppexma 003y I'KC meonenno cuudcarom
(6 cpeonem, no 5-10 me npeonuzonona unu 4-8 me MemuinpeOHU30I0Ha 8 Heoelio) 8
meueHue HeCKONbKUX Mecsayed 00 MUHUMATLHO No00epicusaroujeti 003vl Ul NOAHOU
OMMeHbl npenapama,

O  GHYMPUBEHHAs NYIbC-MEPAnUs MeMmuInpeoHu3010Hom **# 6 doze no 1 2 excedHesHo 6
meuenue 3-5 Onell (cymmapuas Kypcoeas 003a 3-5 2) ¢ nocieoyiowum nepexooom Ha
BHYMPUBEHHOE 66€0€HUE MEeMUINPEOHU30I0Ha 6 003e no I 2 1 paz 6 Hedeno 6
meuenue 1 mecaya, 1ubo na nepopanvhuiii npuem ' KC no vluieykazannot cxeme;

o  Oekcamemason™*# nepopanrvro no 40 me edxceonedHo 4 OHs — paz 6 mecsy, 8 mevenue

noy2ooa.
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PexoMenayercs npoduiaakTuka 1 MOHUTOPUPOBAaHUE MOOOUHBIX 3()()EKTOB y MalEeHTOB
¢ XBJIII, naxonamuxcs Ha Tepanuu ['KC, ¢ nienpto paHHEro ux BBISIBJICHUS U KOPPEKIUU
[71-75].

YpoBenb  yOeautesbHocTH — pekoMenaanmuii  C  (ypoBeHb  /I0CTOBEPHOCTH
J0KAa3aTeJabCTB — 5)

KoMmmenTapuii: neobxooum kKoumpoib obwezco u OUOXUMUYECKO20 AHANU308 KpPOSU,
VpoGHell 2IeKmpPOIUMOo8 Kposu (Hampus, Kaius) 6 Nepevlil Mecsiy mepanuu 08yKpamHo,
Odanee excemecauno. Qounm paz 6 6 mecayes (uiu nO NOKA3AHUAM) NPOBOOAMCS
uccnedosanusi. DXA  Oencumomempusi noAcHuuHo20 omoenrd  NO360HOYHUKA U
maszobedpennozo cycmasa, 1 J]C, ocmomp mepanesma, okyaucma u 3H0okpuroroza. Ha
secv cpox npuema I'KC neobxooumo nazwauenue: npenapamog xaius (0o 500-1000 me 6
CYMKU), 2aCMpoOnpomeKmopos (UHeUOUmopos NpPoOmMoOHHOU NOMNbL), KOMOUHUPOBAHHBIX
npenapamog kanoyus u gumamuna D. [Ipu npueme I'KC mpebyemcs cmpozcoe cobnrooenue
ouemwt (cmon Ne9 no Ileszuepy), Konmpoawb éeca u yupp apmepuaivbHo2o 0aeieHUs.

He pexomenayercsa npumenenune I'KC y mamuentoB ¢ motopHo#t ¢opmort XB/II [1, 9,
19, 25].

YpoBenb  yOeaurTesqbHOCTH  pexoMengauuii C  (ypoBeHb  JOCTOBEPHOCTH
J0KAa3aTeJlbLCTB — 5)

Kommenrapuii: npu momopnoii ¢opme XBIIl I'KC-mepanus modxcem yxyouums

cocmosiHue; npeonoumumenvhvt BBUT unu esedenue pumyxcumaba [1, 25].

3.1.4 Boicok000LeMHBIN TepaneBTHYeckuil miaazmMadepes (I1D)

Pexomennyercs mnepen IId mposeaeHue wuccieqoBaHuii: 00IIEro W OHMOXUMHUYECKOTO
aHaJIM30B KPOBHU, OOIIEro aHaiau3a Moy, aHaiau3a kposu Ha BUY, RW, renatutst B u C,
OKI', OI'/IC, pentrena nerkux mnanueHtTam ¢ XB/JIII ¢ wnenbo BbISBICHUS
IIPOTUBONOKA3aHUI K JaHHOMY METOy JieueHus [76].

YpoBenb  yOenutesbHOCTH  pekoMenaauuid C  (YypoBeHb  JI0CTOBEPHOCTH
JI0Ka3aTebCTB — 5)

Pexomenayercs nposenenue [1® ¢ cyMmmapHbIM 00b€MOM yAaJI€HHON I71a3Mbl HE MEHBIIIE
140 wmu/kr Beca mamMeHTa 3a Kypc JedeHus mnamueHtam ¢ XBJII ¢ mensio
naTtoreHeTuueckou tepanuu, npu Headpdexkrusnoctu BBUT u I'KC [1, 9, 19, 59, 77- 79].
YpoBenb  yOeaureJbHOCTHM  pexoMeHaamuii B (ypoBeHb  /10CTOBEpPHOCTH
A0Ka3aTeJNbCTB — 2)

KomMeHnTapuu: ucnonvsyromes 2epagumayuonHulll HENpepvléuvill Ul MeMOPaAHHbIL

(punompayuonnwiii) memoowi. Cearcor [1®@ nposodsmces uepez 1-2 ons Ne3-5. Dghghexm

20



niasmaghepe3a, Kaxk npasuno, NpoAGIAemcs O00CMAMOYHO Oblcmpo, OOHAKO €20
nPoOoAHCUMENLHOCHb He seuka (2-4 nedenu). I1D npeonoumumenen npu ocmpom Hadane
3a001e8aHUsl UNU OLICIMPOM NPOSPECCUPOBAHULU DONE3HU.

Pexomenayercss nponomkuts Tepanuio ['KC, BBUT wunu II® B nopnepxusaroniem
pexume nanuentam ¢ XBJIIT nocne nposeaenust craproBoro I[1® ¢ menbio AOCTHXEHUS
pemuccuu [1, 59, 77-79].

YpoBenb  yOeaurteqbHOCTH  pexoMengauuidi C  (ypoBeHb  [10CTOBEPHOCTH
A0Ka3aTeJabCTB — 5)

Kommentapuu: ['KC unu BBHUT naznauaromcsa no 6vluie YKA3AHHBIM CXeMam no
3aeepuieHuro Kypca cmapmogozo I1®. B kauecmee nooddepicusaioueli mepanuu CeaHcol
11D nposoosimca ¢ uacmomoui 1 pas 6 2—4 Hederu 6 cCymMmapHOM oOveme YOAaNeHHOU
naazmul He menee 140 miu/ke 6 meuenue noiyeood, ¢ OAiIbHeUUUM yeeaudeHueM UHmepeald
Medncdy ceancamu uHOUBUOYanibHo (0o 1 paza 6 3—6 mecayes).

PexoMenayercss mnpodmIakTHKa W MOHHTOpUpPOBaHHE MOO0YHBIX d¢¢ekroB [1D y
nanueHToB ¢ XB/III ¢ 11es1bto paHHEro X BBISBJICHUS U KOppEKIuu [76].

YpoBenb  yOeauteabHocTH — pekoMenaanmuii  C  (ypoBeHb  /10CTOBEPHOCTH
J0KAa3aTeJabCTB — 5)

KommenTapuii: cpedu nobounvix s¢gpexmos, pecucmpupyemvix Haubosee Hacmo,
ecmpeuaemcsi  mpom603/mpomboredum  NOOKIOYUYHOU — GeHbl  NpU  HATUYUU
NOOKTIIOYUYHO20 Kamemepd, apmepudaibHdas 2UNOMeH3Us, HapyuleHue 31eKmpoaumHo2o
bananca, eunoanvbymunemus, mpomooyumonenus. Heobxooum pecynsipHuvlil KOHMPOTb
0bwe2o aHanu3a Kpoeu, Koa2ynocpammyl, dJeKmpoaumos, oowe2o oeika, artboymuna, no
noxazarusim - I1 J]C.

Pexomenayercst KOHTpOJIUPOBaTh AP(PEKTUBHOCTh MAaTOT€HETUUYECKONW Tepamuu IepBOM
nuHuK nanueHtam ¢ XB/IIT ¢ nenbio onleHkn Heo0X0IUMOCTH KOppeKiuu edenus [1, 9,
19, 59, 80, 81].

YpoBenb  yOenuteqbHOCTH  pekoMenmaauuid C  (YypoBeHb  J10CTOBEPHOCTH
JI0Ka3aTebCTB — 5)

KommeHnTapuii: xowmpons Ounamuku cocmoanus Ha ¢one mepanuu  OOJHCEH
0CYUecCmenAmscs ¢ HOMOWbI0 Memooos obvekmusHou oyenku (IIpunoscenue 1'1):
HeB8PONI02UYECKULl OCMOMP C UCNONIb308AHUEM OYEHOYHbIX wiKan (Hanpumep, Neuropathy
Impairment Score/NIS unu Inflammatory Neuropathy Cause And Treatment/INCAT u op.).
Oyenka npogooumcs uepes 4, 8 u 12 nedenv nocne navanra mepanuu, no pe3yibmamam -
661600 00 3¢hghekmusHOCMU NPOBOOUMO20 BUOA JeHeHUsl, PACCMOMPEHUe BONpoca O

KOppeKyuu makxmuxu eeoenus. Ilpu nonnom omcymemeuu sgppexma unu HedoCcmamoyHou
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aghghexmuenocmu 00H020 MemoOa NAMo2eHemMuUYecKol mepanuu nepeoll TUHUU cledyem
nepeumu Ha Opy2ou uau KomoOuHuposams 06a memooa. Ilpu nespghexmusenocmu 6cex
Memoooe namozenemuyeckot mepanuu nepeou aunuu (I'KC, BBUI, 1I®) credyem
nepecmompems OuazHo3, uckuoyums XB/[II-nodobusie noaunetuponamuu, eciu 3mo He
ovin0 coenamno pawnee (cm. Ilpunooicenue I'2 u I'3), kombOuHuposams memoovl nepeot u

6MOPOUL TUHUU, Nepetimu Ha Mepanuio 6Mmopoi TUHUU.

3.2 [IaTorenernueckasi Tepanusi BTOPOu JMHUHU

Pexomenayercss npu HeIP(PEKTUBHOCTH Tepanmuu IEPBOW JUHMM TEepelTH Ha

KOMOMHUPOBAHHOE JICYCHUE, COYeTas HECKOJIbKO BUJOB Tepanud | W 2 JIMHUM, WA

MOHOTEparnui mnpenapatamMmd 2 nuHud namueHtam ¢ XBJII ¢ menbio mocTukeHus

pemuccuu 3aboneBanus [1, 9, 19, 59, 82-85].

YpoBenb  yOeauteabHocTH — pekoMenaanmuii  C  (ypoBeHb  /10CTOBEPHOCTH

A0Ka3aTeJNbCTB — 5)

KommenTapuu: xrunuueckue uccieoosanus npu XB/[II nposoounuce ons npenapamos:

a3amuonpur,  YUKIOCNOpUH,  Yukiogocghamuo,  memampexcam,  pumykcumao,

muxoghenonama moghemun, unmepgheporn bema-la. Ha momenm pazpabomru OanHuIX
peKoMeHOayuli  He  Cywecmeyem — UCCIe008aHUll ¢ OOCMAMOYHbIM — YPOGHEM

00Ka3amenbHOCmu OJisk PEKOMEeHOayuu mozo uiu uHo2o npenapama. Bvibop npenapama 2

aunuu unousuoyaner [1, 82, 83]:

o  Asamuonpun®**#: npumensemcs nepopanvHo, Hauano mepanuu ¢ 50 me/cymku c
nocnedylowum ygeaudenuem 003vl 00 2-3 me/xe/cymku. Cnedyem yuumuléams, umo
aghpexm om neuerus nPOABIAEMCs OMCPOYEHO — 8 MeUeHUe 0N HeCKOIbKUX Mecayes
0o noayeooa. IlpodonsxcumenvHocms npuema npenapama 0o mpex nem. B pamxax
monomepanuu XBII ne ucnonvzyemcs.

o Memompexcam**#: npumensiemcs nepoparvrno 6 0oze 15-20 me 1 pas 6 medento
onumenvro, He menee 24 nedenvb. K nobounviM peakyusm OMHOCAM NHEBMOHUM,
mpomboyumonenuro, Hapyuwenue gyuxyuu nevenu. Ha éecv cpox npuema npenapama
HaszHauaemcs oauesas kucioma 6 00s3e 5 me/é Hedeno. B pamkax monomepanuu
XBJIII ne ucnonvzyemcs.

o Huknogochamuo**#: npumensemcs nepoparvno 8 003e [-2 me/ke edceOHe8HO &
meyenue 6-12 mecsayes. Bosmodxcna 6HYmMpuGeHHAs NyIbC-mepanus 6 pedcume:
cymmapnas doza 1 2/’ esooumcs 6 meuvenue 4 Omeli evxcemecsiuno noa2odd,; unu
6600umcs no 350 me/m’ uepes denv Ne3-6; unu no 400-600 me/n’ 1 pasz 6 2 nedenu Ned.

Ilpu nynvc-mepanuu npenapam 6600Umcs 8 yCioguax cmayuouapa, 3a 30 munym 0o
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uHgy3uu  HeobOXO00UMO  npogecmu  npemeoukayuro:  xiopanupamur 40  me
BHYMPUMbLULEYHO, OeKcamema3on 12 me eHympumvluieuno, napayemamon 500 me
nepopanvro. Cpedu nobounvix s¢hgpexmos Haubonee yacmoie: anoneyus, UHGexyuu,
MPAH3UMOPHASL AMEHOPeEst, MPAHZUMOPHASL NOYEUHAsL HeOOCMAMOYHOCMb, CEPOCYUHASL
HeOOCMAamoyHOCMb, OUAPEsL, 2eMamypusl, MUei00enpeccus, MowHomad, peomad.

o Mukogenonama mopemunr**#: npumensemcs nepopanvho 6 0oze 1 2 2 pasza 8 detv 6
meyenue He MmeHee 15 wmecayes. Ilobounvie 3ggexmul: mowmoma, peoma,
MpoOMOOYUMONeHUsl, aHeMUs, JIeUKONEeHUsl, JNeKMPOIUMHble HAPYULEHUs, 2eMaAmypusl.
B pamxax monomepanuu XB/[II ne ucnonv3yemcs.

o Luxrnocnopun™**#: npumensemcsa nepopanvho 6 doze 3-5 me/ke/cym 6 06a npuema 8
meyenue 6 mecsayes u Oonee, ¢ NOOOEPHCUBAHUEM YPOBHA Npenapama 6 niasme 8
npedenax 100-150 wne/mn. Ilobounvie 3¢hpexmul: noueunas HedOCMAMOYHOCMb,
OuCOyHKYUs neueHu, apmepuailbHas SUNEPMeH3Us, aHeMust, MPOMOOYUMONEHUsL.

o Pumykcumab**#: egooumcs enympusenno no ciedyrouum cxemam: no 375 me/m’
00un pas & nedenio 6 meuenue 4 nedenw; unu 6 0oze 1 2/m’ 0dun paz 6 2 nedenu Ne2;
wi no 375 me/m’ 00Hokpammo kaxcovie 6 mecayes. [lpenapam 6800umcs 8 Ycio8usx
cmayuonapa, 3a 30 munym 00 uH@y3uu HeobdXo00UMO Nposecmu NPemMeOUKayuio:
xnopanupamun 40 me 6HympumbiueuHo, OeKcamemaszon 12 me GHYmpUMbIUEYHO,
napayemamon 500 me nepopanvho. Ilobounvie senenus: uUHQY3UOHHbIE DeaKyuu,
yumonenusl, aniepeudecKue peakyuu, UHpexyuu.

o Uumepgpepon dema-la**#: npumensemcs nookodcno 6 0oze 22 mxe mpu pasa 6
Heodento 6 medenue 3 Hedenvb, 3amem 44 mxe mpu paza 6 Heodenio 8-10 mecsyes.
Ilobounvie s¢ghghexmui: KOJHCHBLE peaKyuu, MOWHOMA, ouapesi, anemust, 03UHOPUIUSAL.

Pexomenayercss mpu BRIOOpE Tmpemapara BTOPOW JIMHMM Ha3HA4YaTh Iperapar

Putykcumab **# narmuentam ¢ XB/III ¢ nensio qoctmwkenns pemuccud [1, 59, 84, 85].

YpoBenb  yOeauteabHocTH — pekoMenaanmuii  C  (ypoBeHb  /10CTOBEPHOCTH

A0Ka3aTeJdbCTB — 5)

KommenTapuii:  uwmeromcs  yboedumenvhvie  0okazamenbcmea — d¢hghekmusnocmu

Pumyxcumaba**# 6 mepanuu  pegpaxmepnvix  gopm  XBHAIl [82], oounako

KOHMPOIUPYEMBIX UCCTIEO08AHUL K HACMOAWEM) 8PEMEHU He NPOBEOEHO.

He pexomenayercss mpu XBJIIl nHa3zHauaTh mnpemapaThl aneMTy3ymad, OopTe3omuo,

sTaHepuent, ¢hamnpuanH, ¢uynapaduH, adbatanent, Hatanuzymad u Takponumyc [1, 59,

84, 85].

YpoBenb  yOenuteabHOCcTH  pekoMenmaauuid C  (YypoBeHb  J0CTOBEPHOCTH

J0KAa3aTeJbCTB — 5)
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3.3 CumnToMaTn4yecKasi Tepanus

Pexomenayercsi koppekius OoneBoro cuHiapoma mnamueHtaM ¢ XBJIII ¢ mensio
yJydlleHUs KadecTBa *u3HH [ 1, 86-89].

YpoBenb  yOeautesbHocTH — pekoMenaanmuii  C  (ypoBeHb  /I0CTOBEPHOCTH
J0KAa3aTeJabCTB — 5)

KommenTapuu: npu noyuyenmuemnoi 6onu nayuenmam ¢ XB/IIl naznauaromes HIIBC
u/unu  npocmeie AHAIb2EMUKU CO2LACHO UHCMPYKyuu K npenapamam. Hanuuue
Heliponamuyeckoeo 601e6020 cuHopoma y nayuenma c nooosperuem na XBIII mpebyem
nposedenuss  ougpepenyuanrbHoco  OuacHO3a ¢ HeUpoOnamusimMu  0py2020  2eHe3d
(IIpunosicenue 12 u I3). B coomeemcmeuu ¢ pexomenoayuamu EFNS no neuenuio
Heliponamuyeckou 0OOIU  HA3HAYAemCcs npenapam U3 mepanuu  nepeou  JUHUU
(MOHOmMepanus uiu KOMOUHAYUS): MPUYUKIULECKUL AHMUOENPeCcCanHm (AMUmMpUnmuium),
NPOMUBOCYOOPOICHbIE — Npenapamvl  (2abaneHmun,  npe2adanuH),  ceieKmusHvle
UHUOUMOPLL  0OPAMHO20 3AX6amMa CEPOMOHUHA U HOPAOPEHANUHA. (OVIOKCEemUH,

sennaghaxcun) [86].

3.4 HemeaukaMeHTO3HASA Tepanus

PexoMenayercsi co6t01aTh MpaBujia yXxo/a 32 MaJIONOABMKHBIMH MMAIIMEHTAMH B CIy4ae
Tsoxenoro TeueHuss XB/III ¢ nenwio nmpodunaktuku ocnoxkuenuit [1, 9, 19, 59, 88, 89].
YpoBenb  yOeauteabHocTH — pekoMenaanmuii  C  (ypoBeHb  /10CTOBEPHOCTH
J0KAa3aTeJlbLCTB — 5)

KommenTapuu:  HeobXxooumvl  npogunaxmuxa  npoaexcHel,  eUnoCmamuiecKou
NHEeBMOHUU, KOHMPAKMYp, 6MOPUYHBIX UHQEKYUOHHLIX —OCIONCHEHUU, MpoMOO308

2NYOOKUX 8eH U MPOMOOIMOONUU TIe20UHOU apmepul.

4. MeguuMHCKAas peadMIuTALNSA U CAHATOPHO-KYPOPTHOE JieYeHne,

MECAUIMHCKHUE NMTOKA3AHUA U ITPOTHBOIIOKA3aHUA K IPUMCHCHHUIO ME€TO/10B

MCZ[H[IHHCKOﬁ peaﬁn.ﬂnTaunH, B TOM 4YUCJI€ OCHOBAHHBIX HA HCIIOJIb30BaHHUH

NPUPOIHBIX JIe4eOHBbIX (PAKTOPOB

Pexkomenayercsi npoBeieHNe MEIUIIMHCKONW peabunuTtanuu BceM nanuentam ¢ XB/IT ¢
[EJIBIO YITYUIICHUS ABUTATeIbHON (DYHKIIMY U KadecTBa >ku3Hu [ 1, 59, 89-91].
YpoBenb  yOeauteqbHocTH  pekoMenaamuii  C  (ypoBeHb  /10CTOBEPHOCTH

A0Ka3aTeJdbCTB — 5)
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KoMmMmenTapuii: HeoOxo0um KomniekcHullti no0Xo0, couemarouuti 1eueoHyo QusKyiemypy
(JIDK), ppusuonevenue, adanmayuro ycioguii cpeovl 8 COOMEEmMcmseu ¢ YYHKYUOHATbHbIM
oepuyumom nayueHma, npumMeHeHue BCNOMO2SAMENbHLIX YCMPOUCME U MEXHUYECKUX
cpeocme  (opmesvl, OONOJHUMENbHAS ONOpA U M.N.), NCUXOAO02UUECKVIO NOOOEPIHCK).
Ilpoyecc peabunumayuu oOonvuvix ¢ XBIII dondxcen ocywecmensimvcs HenpepviéHO 8
nO00epHCUBAIOWEM PedHCUME.

Pexomenayrwresa 3anstus JIOK Bcem mnammentam ¢ XBJII ¢ nenbro  ynydineHus
JBUTATEFHOM (DYHKIIMU U KadyecTBa xwu3Hu [1, 9, 59, 90].

YpoBenb  yOenuteabHOcTH  pekoMenmamuii.  C  (YypoBeHb  JI0CTOBEPHOCTH
J0KAa3aTeJbCTB — 5)

KommenTapuu: zauamus JIOK nposooamces noo konmponiem uHCmpyKmopa 8 pexicume -
no 60 munym 3 pasa 6 nedento 6 meueHue He meHee 12 neoenw.

PexomeHnayoTcsi a’3po0OHBIE U CHJIOBBIE YIPAXHEHHS [AllUEHTaM CO CTaOWUJIbHBIM
teueHueM XB/III, Haxoad1muxcst Ha MOAAEPKUBAIOIIECH TATOTEHETUYECKOM Tepanuy Ui B
pEMHCCHM, C IIeNIbI0 YBEIWYECHHUsS] MBIIIEYHON CHJIBl U adpOOHON BBIHOCIMBOCTH,
yMeHblIeHus1 yromiisiemoctu [1, 9, 59, 91].

YpoBenb  yOeaureabHocTH — pexkoMeHaamuii  C  (ypoBeHb  [10CTOBEPHOCTH
J0KAa3aTeJlbLCTB — 5)

KommenTapum: aspobusie ynpasicnenus evinonnsaomces no 20-30 mun 3 pasa é Hedenio 6
meyenue He menee 12 Hedenv. Cunosvie YNpajiCHeHus GbINOJIHAIOMCA NOO KOHMPOLEM
UHCMPYKMOPA ¢ KOMGpOPpMHbIM Ol NAYUEHMA 8eCOM, C NPOPAOOMKOU OCHOBHLIX SPYNN
Moluy no cxeme: 3 nooxooa no 12 nosmopenuii 3 paza 8 Hedelnio 6 meyenue He Menee 12
Heoellb.

PexomenayeTcsi TIpy HaJIWMYAM TIOKA3aHWW KOHCYJbTAIMs W HAOJIOJACHHE ICHUXOJIoTa
narueHTam ¢ XB/II1 ¢ nenpio KOppeKIuK COMYTCTBYIOMINUX XPOHUYECKOMY 3a00JIEBaHUIO
JENPECCUU M TPEBOTH, Pa3BUTHE KOTOPBIX OOYCIOBICHO WHBATHAW3AIMEH, TIUTEIHHBIM
npuemom ['KC [88, 89].

YpoBenb  yOenutenbHOCcTH  pexoMenmamuii  C  (ypoBeHb  [10CTOBEPHOCTH

A0KA3aTeJIbCTB — 5)

4.1 CaHaTODHO-KVDODTHOC JICUCHHUE, METOAbI MCI[I/IIIHHCKOﬁ peaﬁnnnTaunn, OCHOBAHHBbIC

HA UCITOJIB30BAHMH ITPUPOJIHBbIX JIeUYeOHbIX d)aKTODOB

Mertoabl caHaTopHO-KypopTHoro jeudenus npu XBJII ne paspaboranst [1,9]. B

COOTBETCTBUM € IpukazoM MunHucrtepcrsa 3apasooxpanenuss P® or 31 mas 2021 r. Ne 557n

«O0 yTBep>KIeHUH KJIacCU(PUKAIIUN TPUPOIHBIX JIEUeOHBIX PECYPCOB, MEAUIIMHCKUX MMOKa3aHUMA

25



U TPOTHUBOIMOKA3aHUN K UX MPUMEHEHHIO B JIEYEOHO-MPO(UIAKTUUECKUX LENAX» MPUMEHEHUE

OpUPOAHBIX JedeOHBbIX pecypcoB mpu XBJII ne mnokaszano [96]. B ciydae nHammuus y

CaHATOPHO-KYPOPTHON OpraHU3aIMH JULEH3UU Ha METUIIMHCKYIO PeaOMIUTALIUIO

PexoMenayercsi mpoBeieHNEe METUIIMHCKON peabunutanuu BceM nanuentam ¢ XBJII ¢
IEJIBIO YIIYUIICHHS ABUTATEIbHON (DYHKIIMM M KayecTBa kxu3Hu [ 1, 59, 89-91].

YpoBenb  yOenuteabHOCcTH  pekoMenmamuii.  C  (YypoBeHb  JI0CTOBEPHOCTH
A0Ka3aTeJabCTB — 5)

KomMeHTapuii: Heo6xo0um KomMnieKcHulli n00X00, COYemarowull 1e4eOHyI0 u3KyIbmypy
(JIDK), dhuzuoneuenue, adoanmayuro ycio6uti cpedvl 8 COOMEEMCcmeul ¢ yHKYUOHANIbHbIM
deuyumom nayuenma, NpPUMeHEHUE BCHOMOSAMENbHBIX YCMPOUCME U MEXHUYECKUX

cpeocme (opmesbl, OONOJIHUMENbHAS ONOPA U M.N.), NCUXOTIO2ULECKYIO NOOOEPIHCKY.

5. IIpodpunakTuka u AUCIIAHCEPHOE HADIIO/IeHHEe, MeIMIIUHCKHE MIOKA3AHUS U

NPOTHBOIIOKA3aHUA K IPUMECHCHHUIO METO/10B IlpO(l)I/IJIaKTI/IKI/I

Metoas! npodunaktuku pazsutus XB/III e pazpadoransi [1, 9, 88].
Pexomenayercst mnpoduinaktuka oOocTpeHuit 3aboneBanus mnanueHntam ¢ XBJII,
HaXOJIAIINXCSl B PEMUCCUH, B TOM UHCIIE MEAMKAMEHTO3HO MoiepKuBaemoin [9, 19, 59].
YpoBenb  yOeauteabHocTH — pekoMenaanmuii  C  (ypoBeHb  /10CTOBEPHOCTH
A0Ka3aTeJdbCTB — 5)
KommenTapwmii: nayuenmam c¢ XBJ/[Il, naxooswumcs 6 pemuccuu, peKoMeHOYemcs
npounrakmuxa un@exyuonHvlx 3a601e6anull, 0ZpanuyeHue UHCONAYUL, OOUUX MENIO8bIX
npoyedyp, noceweHue 6Oauu, npuem eopavell 6auHvl. Heobxooumo ozcpanuuumo
npuUMeHeHUe HelpOMOKCULeCKUX Nnpenapamos, UCKIoYUums nompedieHue aiKo2os, 4mo
Modrcem ycyeyoums meyeHue 0CHO8HO20 3a001e6aAHUSL.
PexoMenayercs nucnancepHoe HabrofeHue y HeBpojora nanuentam ¢ XBJII ¢ nenbio
OIICHKH JTUHAMUKH 3a00JIEBaHMS M KOPPEKIINH MOJAepKuBaroreit Tepamuu [1, 9, 19, 88].
YpoBenb  yOenurteabHOCTH  pexoMenmamuii  C  (ypoBeHb  [10CTOBEPHOCTH
A0Ka3aTeJdbCTB — 5)
KommenTapuii: nayuenmam, noayuarowum namo2eHemudecKkylo mepanurw ¢ yeivio eé
KOppeKyuu U MOHUMOPUHEA NOOOYHBIX ABIEHUU HeoOX00UMO noceujeHue He8pono2d C
yacmomoui ooun paz 6 1-3 mecaya Ha 6ecb cpoK npoeedenusi mepanuu. B cnyuae
CMabUNbLHO20 COCMOAHUA (PEMUCCUS) BO3MONCHO NOCEWeHUue HegpoIo2a OOUH pas 6

n0a200a UIU NO HEOOXOOUMOCTIU.
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Ilo nokazanusm Ha nr0O60M >3mane 3a001€6aHUSL PEKOMEHOOBAHO NPOXOHCOCHUE MEOUKO-

couuaﬂbnoﬁ IKCnepmu3sl onst YCMAaHOBIEHUs cPYynhbl UHBATUOHOCHIU.

6. Opranusanus oxka3aHusi MeIUIMHCKOMN MOMOLIH

[Tokazanus qys rocnuTanu3anuuy nauresTa ¢ XB/II1 B MeIMIIMHCKYIO OpraHU3aiuio:

1)

2)

Oxempennas 2ocnumanuzayus (KpyrilocyTOYHbIM CTallMOHAp) MOKa3aHa BCEM MallMEeHTaM ¢
XBAIl ¢ ocTpblM WM HOJOCTPbIM Ae0IOTOM A NpoBedeHHs AuddepeHnnanbHOro
JIUarHo3a ¢ Jpyrumu nonuHeiponatusmu mnonobnoro tedenuss (CI'b, mopdupwmiinas
noJIMHeNponaTus  T.1.) U natoreHernueckoi tepanuu (I1d, 'KC, BBUT); npu nosiBnenun
IPU3HAKOB JbIXaTEIbHOW HEAOCTATOUYHOCTH, HAapyIlIeHUH OynbOapHbIX (PyHKIMH, ObIcTpOM
IIPOrPECCUPOBAHUY Y IALIMEHTOB C PAHEE WM BHOBb YCTaHOBJICHHBIM JINarHO30M;
Inanosas cocnumanuzayus (KpyrioCyTOYHBIA CTAllMOHApP) [MOKA3aHa BCEM NAl[UEHTaM IS
npoBeneHus auddepeHnranbHo  auarHocTuku ¢ XBJII1-mogo0HBIMU  HEBPOTIATHSIMH,
IpOBE/IeHUS TIOMOAIbHON MyHKIMH, Ha4albHOM MM MOIeP>KUBAIOIIEH aTOr eHETHYECKOM
tepanuu  niepBoit  nuHUM (BBUIT wunmum  nmynbse-tepanuss ['KC), mapenTepanbHOI
aTOr€HeTUYECKO Tepanuu BTOopoil nHuu B ycnoBusix OPUT c nenpio npegynpexiaeHus
o0ocTpeHuss u T1porpeccuu 3a0oyeBaHMs, pPEAOMIUTALMOHHBIX MEPONPHUATHH U
CUMITOMAaTUYECKON TEPAINH.

Kommenmapuu: noooepoicusaiowas namozenemuyeckas mepanus. nepeou  JUHUU,
CUMAMOMAMUYECKas mepanus u peabuiumayus 8 0Cmpom nepuooe (uiu npu 060cmperuu)
Makice Mo2ym OCYWecmeisimvbcs 6 OHEGHOM Cmayuoxape, eciu y nayuenma Hem
HapyuweHUll H#CUZHEHHOBANCHBIX DYHKYULL U 2py6020 08ucamenbHo2o deduyuma (NPuKo8am K
UHBAUOHOMY KpeCly, Hnpoxooum ¢ onopot He 6Oonvwe 10 m). Peaburumayus u
cumnmomamuyeckas mepanus, a maxdce mepanusi I'KC 6 noodoepoicusaiouem pedicume

MO2ym nposoouUmscsi 8 amoby1amopHuIX YCIO0BUSX.

IToka3zaHus K BBIIIMCKE IMAIlMEHTa U3 MEAUIIMHCKOM OopraHu3anuu:

1)

2)

Beinucka nanueHTa M3 MEIMIMHCKOM OpPraHU3allMM IIPU JKCTPEHHOM TOCHUTAIU3ALMU
BO3MO)XHA TP BBIOJIHEHUU B TMOJIHOM O0bEME BCEX HEOOXOAMMBIX IUArHOCTHYECKHX M
ne4eOHO-peadINTallMOHHBIX MEPONPUATHIT U3 MYHKTOB 2-4 JaHHBIX KIMHUYECKHX
peKoMeHalui; CTaOWJIBHOM YJOBJIETBOPUTEIBHOM COCTOSHUM TalMeHTa, COXPAaHHBIX
BUTAIBHBIX (DYHKIHX.

Belncka manpeHTa W3 MEIWIMHCKOM OpraHu3aluu IpU IJIaHOBOM TOCHUTAIW3alNN
BO3MOYKHA NPH BBIIOJHEHUU B MOJHOM 00BEME IIAHOBOW TEpamuu M peadMINTallMOHHBIX

MCpOHpI/IHTI/Iﬁ; CTaOMIILHOM YAOBJICTBOPUTCIIBHOM COCTOSAHUH IMAIIMCHTA, COXPAaHHBIX
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BUTAIbHBIX (YHKIIMSIX.

[TokazaHus K METUITMHCKOW peaOWINTAINY B CAHATOPHO-KYPOPTHBIX OpraHU3aIUsIX:

1) B cnydae Haivuus y CaHATOPHO-KYPOPTHOM OpraHu3alMM JIMLIEH3UU Ha MEIUIUHCKYIO
peaduInTalnio, MeIMIMHCKas oMol nanuentam ¢ XB/II1 opranusyercst B cOOTBETCTBUU
¢ [Ipukazom MuHucTepcTBa 3apaBooxpaneHus poccuiickon @enepaunu ot 31 urons 2020 r.
Ne 788u  "OO yrBepxkaeHuu llopsiaka opraHm3alii  MEIUIMHCKOW — peaduuTanuu

B3pocisix" [97].

7. JonosHuTeIbHASE MHPOpMAUA (B TOM YHC/Ie (PAKTOPHI, BJIUAIOIINE HA

UCXO0/1 3200/1eBAHNS UJIH COCTOSIHUSA)

e  OtzenbHbIC UCCIIEAOBAHUS MTOKA3aJIM, YTO Haubosee 3HAaYUMBbIMU (DaKTOpaMH, BIMSIOLIUMU
Ha ucxon XBUIIL, sBusitorcss Mopdosoruueckre MpU3HAKKA AKTUBHOW JeMHUETMHHU3AIUN
0O0JIBIIOrO YMCiIa HEPBHBIX BOJIOKOH UM MX aKCOHaJbHAs JereHepalus, JieKallas B OCHOBE
WHBanuau3auu [92].

e PaHHs 1OCTaHOBKAa JMarHo3a M MHUIMALMS MaTOrEHETUYECKOW Tepamuu 1o
PEKOMEHIOBAaHHBIM CXEMaM IPEIyNpPEXIacT Pa3BUTHE AKCOHAJIIBHOMN JETE€HEPALUU U, TAKUM
o0pa3om, accolMMpoOBaHa ¢ MEHbIIIeH HHBaIuAU3anuen [93-95].

e TspKenbli HEBPOJOTMUYECKUI Ne(PUIMT U IMPOrpeccUpyrollee TeUeHHe, COMYTCTBYIOIIUE
COMaTHUEeCKUe HapylleHus u conyrcrByomue 6oneznu [{HC, noxumnoii Bo3pact B aebroTe
XBJII siBnsitoTcs HEOIAaronpusTHBIMUA MPOTHOCTUYECKUMH (akTopamu [95], B TO Bpemst Kak
MOJIOCTPOE HAYaJl0, CAMMETPUYHOCTh U3MEHEHUH, OTCYTCTBHE MBIILIEYHBIX aTpo(uii, OTBET
Ha Tepanuto ['KC B geGrore XB/III, a Taxke NMperMMYyIIECTBEHHO IUCTAIbHBIM HaTTepH
BOBJIEUEHUsI Tnepudepuueckux HepBoB 1o jgaHHbIM OHMIT B  Hawane GonesHu
aCCOLMUPYIOTCA € OJIarONpHUATHBIM IMATHIETHUM HPOTHO30M [93-95].

e  bonpuie 70-80% manMeHTOB OTBEUYAIOT HA MATOIC€HETUUYECKYIO TEPANUIO MEPBOM JUHUM |1,
9, 19, 59], BO MHOTHX CITydasiX yAaeTcsl TOCTHYh CTOMKOM MEIWKAaMEHTO3HOW PEMHCCHH,
OJIHAKO TMpH JOJITOCPOYHOM HAONIOJEHWHM B OOJBIIMHCTBE CIIy4aeB BO3MOXKHA
WHBAJININ3alMs] pa3HON CTENEHH BBIPAKEHHOCTH, ITPHU 3TOM 28% ManueHTOB HYXIalTCs BO

BCIIOMOTaTENIbHBIX CPEJCTBAX NepeaBKeHus [93].
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Kpurepuu oneHky kayecTsa MeJUIMHCKON NOMOLIHU

Ne Kpurepun xayecrBa Yposennb YpoBennb
y0eauTeJbHOCTH AOCTOBEPHOCTH
peKoMeHxanuii JA0KA3aTeJIbCTB

l. BpInosiHEHO ~ CONOCTABIIEHUE  KIMHUYECKOU
KapTUHBl C JUAarHOCTUYECKUMHU KPUTEPUIMU C 5
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96. B cootBercTBUM ¢ mpuKkazoM Mwunucrepcta 3apaBooxpanenuss PO or 31 mas 2021 r. Ne
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5571 «O06 yTBepKACHUU KiacCU(UKAUN MPUPOIHBIX JIEYEOHBIX PECYpCOB, MEAULIMHCKUX
NOKa3aHUW W TPOTHUBONOKA3aHUNH K HUX MPUMEHEHHIO B JIE4YeOHO-TPOPUIAKTUIECKUX
LETAX.

IIpuka3z MunuctepctBa 3apaBooxpaHenus Poccuiickoir ®eneparuu ot 31 urons 2020 .
Ne 788u  "OO yrBepxkaeHuu llopsiaka opraHm3alii  MEIUIMHCKOW — peaduuTanuu

B3pOCIBIX".
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Ipunoxenne Al. CocraB padoueii rpynnsl mo paspadoTke u NepecMoTpy

KINHUYCCKHUX peKOMeHI[aHI/Iﬁ

1. TlupagoB Muxaun AneKcaHIPOBUY - JIOKTOp MEAMIIMHCKUX HayK, akageMuk Poccuiickoi
Axanemun Hayk, nupekrop ®I'BHY HIIH (Mocksa);

2. CynoneBa Haranps AnekcaHApoBHa - Bpad-HEBpPOJIOT, Bpad (YHKIHOHAIHHON
JUArHOCTHKH, J.M.H., WIEH-KoppecnoH1eHT Poccuiickoii Akanemun Hayk, pykoBoguTenb
otaeneHus peadbunurauuu u puznorepanuu ®I'BHY HI[H, Hayunsiii koncynsTant Llentpa
3aboseBanuii nepudepudeckoii HepBHoii cuctemsl ®I'BHY HITH (Mocksa);

3. Huxkutun Cepreii CepreeBuu - Bpad-HEBpPOJIOT, Bpady (YHKIIMOHAJIBLHON JUArHOCTHKH,
I.M.H., npodeccop, npexacenares POO «OO0mecTBa crenualucToB M0 HEPBHO-MBILIEYHBIM
6one3nsam» (Mocksa),

4. JlenukamoBa ®apuga HMnbaycoBHa - Bpau-HEBpOJIOT, J.M.H., Hpodeccop Kaderpbl
HeBposiornu KaszaHCKoW rocynapcTBEHHOW METUIIMHCKON akagemuu - ¢wmana OI'BOY
JAIIO PMAHIIO MunsnpaBa Poccun, 3acimyxenHslid Bpau PecnyOmmku Tarapcras,
aKKpEIUTOBAHHBIN dKcTiepT DenepanbHOi CIyKObI 0 Haa30py B cdepe 3apaBOOXpaHeHHUS
no HeBposioruu (Kazaup);

5. 3unoBeeBa Ombra EBreHneBHa - Bpay-HEBPOJIOT, A.M.H., Ipodeccop Kadeapbl HEpBHBIX
O6one3ned u  Helpoxupyprun  DenepanbHOr0  rocyJapCTBEHHOIO  aBTOHOMHOI'O
00pa30BaTEeNLHOIO  yupeXKAeHus  Belcuiero  oOpasoBanus  IlepBbiii  MockoBckuii
rOCylapCTBEHHBIH MeIuUUHCKUN yHuBepcuTeT umeHu M.M. CedeHoBa MunucrepcTBa
3apaBooxpanenus: Poccuiickoit @enepanuu (MockBa);

6. KypenkoB Anexceil JIbBOBHY - Bpau-HEBPOJIOT, Bpad (YHKIMOHATIBHOW JUArHOCTHKH,
J.M.H., 3aBeAyIOImMi JabopaTopueld HepBHBIX OosesHel y aeteit ®I'AY «HaunonamsHbII
MEUIIMHCKUH HCCIIeIOBATEIBCKUM IIEHTP 3/10pOBbs neTei» Munznpasa Poccun (Mocksa);

7. T'pummna [lapps AJsieKCaHIpOBHA - Bpay-HEBPOJIOT, Bpad (PYHKIIMOHAIBHON TUarHOCTHUKH,
K.M.H., CTapIIMi Hay4YHBIH COTPYAHUK JaOOpaTOPUM KIMHUYECKOH HEeHpOo(pU3NOI0THH,
pykoBoautens llenTpa 3a0oneBanuii nepudeprueckoir HepBHO# cuctemsl ®I'BHY HITH
(Mockga).

8. Paumn Annpeii [letpoBuu — Bpau-HEBpOJIOT, 1.M.H., Ipodeccop, 3aMeCTUTEb AUPEKTOPA MO
Hay4YHOU paboTe, 3aB. OTNEJIOM HeWpopeaOuIuTaIluu U KInHuYeckor ncuxonorun OI'bBY
«HauuoHanpHbIl ~ MEIUIMHCKUN  MCCIENIOBAaTENbCKUN  LIEHTp  peaduiauTanuu |
KypopTtosnorun» MuHuctepcTBa 3apaBooxpanenus Poccuiickoit @enepanuu (Mocksa).

KoH(pJIHMKT HHTepecoB: OTCYTCTBYET Yy BCEX WIEHOB paboueil rpymmbl
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Ipunoxenne A2. MeronoJiorust pa3padoTki KJIMHAYECKHX PEeKOMEH AN

HeneBast ayiuTOPpUA JAHHBIX KIMHUYECKUX PEKOMEHIALMIi:
1.  Bpauu-HeBpoJiory;
Bpauu pyHKIMOHATBHON TUAarHOCTUKY;
Bpauu-tepaneBTsl;

Bpauu o6mieit npakTHKH (CeMelHbIe Bpayun);

wok »wN

Bpauu-dusuorepaneBThl.

MeToabl, HCNIOIb30BAHHBIE JIs1 cOOpa/cesIeKIIUM 10Ka3aTeJILCTB: padoueil rpymnmoi
paccMOTpEHBI BCE MyOJIMKAIIMU TIO ONpEACIICHHIO, TuarnocTuke u jeuennto XB/II1 B nepuon ¢
1982 mo 2020 rr. OrtoOpaHbl Bce CHCTEeMHBIE O0030pbl IO PaHIOMH3UPOBAHHBIM
KOHTPOJUPYEMBIM HcciaenoBanusM 1o JiedeHuro XBJIII, npoBeneHa ouLeHKa ypOBHEH
noctoBepHocTu nokazarenscTB (Y /) u yoenurensroctu pexomenaamnuii (YVYP). Ouenka VJI/]
u YYP Obula mpoBefeHa B COOTBETCTBUM CO IIKaJaMH, NPUBEACHHbIMU B Tabmumax 1-3
[Tpunoxxenus A2. JluteparypHblii mouck mnpousBoauics B 0Oazax gaHHbix Medline,
KokpaHnoBckoii Oubnuoreke, HayuyHOW »syekTpoHHOM Oubamoreke eLIBRARY.ru, Google
Scholar, PubMed. [lns MUHUMHU3AIMK TOTCHIIMAIBHBIX OIMMOOK KaXJ0€ HCCIICOBAHUE

OLICHUBAJIOCh HE3aBUCUMO.

Ta6auna 1. lkana oueHkn ypoBHeH NocTOBepHOCTH Aoka3zaTeabceTB (Y1) niast meTtonos

AUATHOCTHKH (}]I/laFHOCTI/I‘ICCKI/IX BMeIlIaTe.]'IbCTB)

YA Pacuupposka

1 CucremMaTnieckue 0630pBI HCCIeI0OBaHUM C KOHTPOJIEM pe(l)epeHCHHM MCTOJAOM HJIN
CHUCTEMaTHYECKUI O630p PaHAOMHU3UPOBAHHBIX  KIIMHUYCCKUX HCCIEIOBaHUM C
IMPUMCHCHUCM MCTa-aHAJIN3a

2 OTtnenpHBIE HMCCIEAOBAHUS C KOHTPOJEM pPEPEPEeHCHBIM METOJOM WM OTIENbHbIE
PaHJIOMU3UPOBAHHbIE KIMHUYECKHUE MCCIEAOBAaHUA U CHCTEMaTH4YecKhe 0030phbl
HCCIIEIOBaHMM II000ro u3aiiHa, 32 UCKIOYEHHEM PaHA0MU3UPOBAHHBIX KIMHUYECKUX
UCCIIEIOBaHMM, ¢ IPUMEHEHNEM MeTa-aHaln3a

3 HccnenoBanust 0e3 MOCIEI0BAaTEIBLHOTO KOHTPOJISA pPe(EepeHCHbIM METOJO0M WU
UCCIIEIOBAaHUsT C pEe(PEepeHCHBIM METO/OM, HE SBIAIOIIUMCS HE3aBUCHUMBIM OT
HCCIIEyEMOI0 METOJIa WM HEPaHIOMU3UPOBAHHBIE CPABHUTEIIbHBIE UCCIIEJOBAHMSI, B
TOM YHCJIe KOTOPTHBIE UCCIIEOBAHUS

4 HeCpaBHI/ITeJ'H)HI)Ie HCCIICO0BAaHNUA, OITMCAHNE KIIMHUYECKOTO CiIydas

5 Nwmeetcs nuib 000CHOBaHUE MEXaHU3Ma JAEMCTBHS UM MHEHHE SKCIIEPTOB
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Taoauna 2. Hlkana oueHkn ypoBHe#l 10CcTOBepHOCTH Aoka3zarejabcTB (Y /) niast MeToaos
NpopUIAKTHKH, JiedeHHuss M peaduwiauranuud  (NpOoPWIAKTHYECKHX, JedeOHBbIX,

peaﬁI/IJ'[I/ITaIII/IOHHLIX BMeIIIaTeJ'IBCTB)

Y Pacmmmgposka

1 Cucrematnueckuii 0630p PKU ¢ npuMeHnennem mera-aHanusa

2 Otnenvubie PKU u cucremaruyeckue 0030pbl MCCIIEIOBaHUM JI0OOTO am3aiiHa, 3a

uckmouenneM PKU, ¢ npumenennem mera-aHainsa

3 HepaH[[OMI/I?;I/IpOBaHHBIC CPaBHUTCIIBHBIC UCCIICAOBAHM, B T.4. KOTOPTHBIC UCCIICAOBAHUA

4 HGCpaBHI/ITCJIbHBIe HCCIICA0BAaHUs, OITMCAHUEC KIIMHUYCCKOTO Cliydas WM CCpHUU CIIYyUacB,

HCCICOOBaAHUA ((CHW&ﬁ-KOHTpOHB))

5 Hmeercst nmuine 000CHOBaHHE MeXaHU3Ma JEUCTBUS BMeENIATEIIhCTBA (,Z[OKJ'II/IHI/ILIGCKI/IG

I/ICCJIGZ[OBaHI/Iﬂ) HJIKM MHCHHE SKCIICPTOB

Tadoiauuna 3. lllkana oueHkn ypoBHeil yoeaureabHocTH pekomenaanui (YYP) nis meronos
npoQpuIAKTHKH, [JHATHOCTHKH, JiedeHHsl H peaduiauranuu (mMpopuiaakTHYeCKHX,

AUATHOCTHYECCKHX, .]'Ie‘leﬁHbIX, peaﬁI/IJII/ITaIII/IOHHbIX BMeIIIaTe.]'IbCTB)

Yyp Pacumgponka

A | CunpHast pekoMeHJanus (Bce paccMaTpuBaeMble KpUTepUU 3(P(HEKTUBHOCTH (MCXOMbI)
ABIIAIOTCS Ba)XKHBIMH, BCE MCCIEAOBAaHUS HMMEIOT BBICOKOE WIIM YAOBIETBOPUTEIBHOE
METOJIOJIOTUYECKOE KAaYeCTBO, MX BBIBOJBI II0 HHTEPECYIOLUIUM HCXOJaM SIBIISIFOTCS
COTJIACOBAaHHBIMH)

B | YcnoBHast pexomenpauus (He Bce paccMaTpuBaeMmble KpUTEpUU 3(PPexkTUBHOCTU
(ucxonpl) SABIAIOTCS BaXXHBIMM, HE BCE HCCIEIOBAaHUS HUMEIOT BBICOKOE WU
yJIOBJIETBOPUTEIBHOE  METOJOJIOTHYECKOEe  KadecTBO W/WIM  HMX  BBIBOABI IO
MHTEPECYIOIINUM HCX0JIaM HE SIBJISIFOTCS COTTIACOBAHHBIMU )

C Cnabas PCKOMCHAaH A (OTCYTCTBI/IG JA0Ka3aTCJIbCTB HaAJICXKaAIICro KadcCTBa (BCC
paccMaTpruBaCMbIC KPUTCPpUU 3(1)(1)CKTI/IBHOCTI/I (I/ICXO,[[BI) ABIAKOTCA HCBAXXHBIMH, BCC
HCCICAOBaHUsd HMCKHOT HH3KOC MCETOJOJIOTHYCCKOEC KadeCTBO W HX BBIBOJABI IIO
HHTCPCCYIOINM UCXO0aaM HE ABJIAIOTCA COFJ’IaCOBaHHBIMI/I)

IHopsiaok 00HOB/IEHHS KIMHUYECKHUX PEKOMEH A

Mexanu3m OOHOBJICHUS KIMHUYECKUX PEKOMEHAANUN MPEeayCcMaTPUBAET UX CHCTEMAaTHYECKYIO
aKTyanmaumo — HC pe>1<e qeM OOAUH pa3 B TpI/I roaa, a TakK¥XKe HpI/I IIOSIBJICHUHU HOBBIX JAHHBIX C
IIO3UIINU JIOKaBaTeHBHOﬁ MCOUIIUHBI 110 BOHpOC&M JUArHOCTHUKH, JICUCHUA, HpOCbI/IJ'[aKTI/IKI/I 158
peabunuTau KOHKPETHBIX 3a00JIeBaHM, HaTMUYUKU OOOCHOBAHHBIX JOMOTHEHUI/3aMeYaHui K

panee yrBepkaEHHbIM KP, HO He wame 1 pa3a B 6 Mecsues.

41




IIpunoxenue A3. CipaBo4HbIe MaTepHAJIbI

[Ipukaz MunzapaBa Poccum ot 24.12.2012 N 153701 "OO6 yTBEepXIEeHHWU CTaHIApTa
CHEIUAIM3UPOBAHHOW ~ MEIMIMHCKOM  IMOMOLIM  MPH  XPOHUYECKOH  BOCHAJIUTEIbHOM

JeMHUeNMHU3Upyolel noiauHeBponatuu” (3apeructpupoano B Muntocre Poccun 01.04.2013

N 27954).
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Ipuioxkenue b. AjiropuTm AeCTBUI Bpaya

Iporpeccupyromuii 6onee 8§ HEJETb BSUIBIHA
TeTpamnapes W/ Wil CEHCUTUBHAS aTaKCUs

IA

v

KIIMHUYECKHM U
3NIEKTPOAHATHOCTHYECKHM

xpurepusm XB/III
EAN/PNS 2021

CooTtBeTcTBHE

Juarnoctuka, uckmouenue XBAII-mogo0HbIX
NOJIMHEUpOonaTuil

HET

A 4

l

XBAI1
MOJTBEPKICHA

JlnarHocTyka, MCKJIIOUEHUE NPYTUuX MPUUUH
HEBPOJIOTMYECKUX HAPYIICHUN

[Maroreneruyeckas tepanus | TuHUA
(TKC, BBUT, T1D);
peadunmuTaIys

A

Het ¢ dexra

TTosoxxuTeabHbIN
addekt, pemuccust

JlucniancepHoe HAOIIOIEHUE;
peabumuTanus

O6octpenue
3a00JIEBaHUS

A 4

ITatoreneruueckast Tepanusi BTOpOH JTMHUU
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punoxenue B. Undopmauus 11 manueHra

OnpeneeHne ¥ JMUIEMHUOJI0T U

XpoHHUYeCcKass BOCHAIMTENbHAS JIEMUCIUHU3UpYIOMmas noympanukynoneiponarus (XB/IAII) -
peaKoe XpoHHUUYecKoe 3abojieBaHue nepudepudeckux HepBoB. PacmpoctpanenHocts XBJ/III B
MHUpe cocTaBisgeT B cpenHeM 8-9 cmywaeB Ha 100.000 yemoBek. My>kuMHBI OOJEIOT yarie
xkeHmuH. Pa3BuBatbes XBJIII Moker B mo00OM Bo3pacTe, OJHAKO MHK 3a00JI€BA€MOCTH
MIPUXOUTCS HA TPYAOCIOCOOHBIH Bo3pacT (40-50 mer).

ITHOJIOTHS

B ocHoBe Oosie3HM JIGKUT HapylIeHHE MMMYHHOro oOTBeTa. MMMyHHas cuctema MalueHTa
OMMOOYHO TMOpPAXaeT MHEIHMHOBYIO O000JIOUKY COOCTBEHHBIX IepH(EepHIECKUX HEPBOB, B
pe3ynbTaTe 4ero (GyHKIHMS MX HApYIIAETCs, YTO MPOSIBISIETCA MOTEpPEed YyBCTBUTEIBHOCTH U
CUJIbI B pyKax M Horax. TodHas npuyuHa, 3alycKaronas MIMMYHHBIM OoTBET U pa3Butue XB/II,
1o cux nop He ycranoBieHa. XBJIII — HeHacieacTBEeHHOE W HE KOHTAaruo3Hoe 3abosieBaHUE.
UYeTKux MPOBOKATOPOB U (PaKTOPOB PUCKA Pa3BUTHS OOJIC3HU HET.

Kananyeckasi kKapTuHa

CuMnTOMBI pa3BUBAIOTCS MEAJICHHO, B TeueHUe Ooiiee 2 MecsleB. 3a0osieBaHue, Kak MpaBuilo,

HAYMHAETCS CO CTOI M PACIIPOCTPAHSIOTCS M0 BOCXOASIIEMY THIY Ha Oeapa, TyJIOBUIIE U PYKH.

Mpiminpl una U KU3HEHHO-BaXKHble (DYHKUUU (JbIXaHHE) BOBIEKarOTCS peako. CHMITOMBI

XBAIT 0o0blyHO TpeacTaBie€Hbl OTHOCHUTEIBHO CUMMETPUYHBIM IMOPAKEHHWEM KOHEUHOCTeH u

BKJIFOYAIOT:

e Cy1ab0CTh B HOTAxX M pyKax, CHI)KEHHE TOHYCA MBIIIILL;

® HapylICHHE [TOXOJKH; HEYCTOMYMBOCTh Y HAPYIIEHUE KOOPAMHALMY JBUKCHUM;

® CHIKEHHE YyBCTBUTEIBHOCTH, OHEMEHHE WIIN ITOKAJIbIBAHUE B KHCTSIX U CTONAX.

Bonesoit cunapom He XapakTepeH. TedeHue 00JIe3HN MOXKET OBITh BapruaOeIbHbIM:

e y OOJBUIMHCTBA MAIIMEHTOB CIIyYalOTCS PEUUAMBBI 00JIe3HM; TpeOyeTcsl MOoAepKUBAIOIas
Tepanus;

® B HEKOTOPBIX CIydasx IpU IMEPBHYHOM TEpANMM YIHAETCA JOCTHYb CTOMKOW JIUTEIBHOU
(Gombie 1 roma) pemuccuu;

® EIUHUYHBIE CIIy4aW OTIMYAKOTCA PE3UCTEHTHOCTBIO K HCIIOIb3YEMBIM METOJAM JICUYEHUS M
00J1e3Hb TPOTPECCUPYET.

Junarsocruka

Jns nocranoBku nuarnoza XBJIII, Bpau TiaTenbHO M3y4aeT UCTOPUIO 3a00JI€BaHuUs, IPOBOJUT

OCMOTp M Ha3HA4aeT JIONOJIHUTEIbHbIE METO/IbI 00CIEJOBAHUS:

® AHaJIM3bl KPOBU U MOYH;
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e DOHMI — BbIcOKOMH(OPMATUBHBIM HHCTPYMEHTAIbHBIM METOJ MCCIENOBAHUS (DYHKITUH
nepupepuyecKrx HEpBOB.

BaxHO B X0/1¢ TMarHOCTUKU MCKIIIOYUTh WHBIE 00JIE3HW HEPBHOW CHCTEMBI M MOJMHEHPONIATHH

Jpyroro resesa, koropole nporekatoT noj "mackoi" XBJIII. Ecnu B xoze BbllIe yKa3aHHBIX

METO0B 00CIJIeZIOBaHUSI YCTAaHOBUTH JMArHo3 He yAaloch, Ha3HadaroTcsa OoJiee yriyOleHHbIe

o0cienoBaHus:
® JIOIOJIHUTENIBbHBIE AHATIU3bI KPOBH;

e yibTpa3ByKoBoe uccienoBanue (Y3U1) HepBos;

® MarHUTHO-pe30HaHCHYIO ToMorpaduio (MPT) HepBHBIX CIUIETCHUI;
® IOMOANTBHYIO MYHKIIHUIO;

e OUOICHUIO UKPOHOXHOI'O HEPBA.

OxonuarenbHbli Auarno3 "XBJII1" yctanaBiuBaeTcsi HA OCHOBaHUM KPUTEPUEB, MIPEATI0KEHHBIX

EBponeiickoii penepanueii HeBposornieckux coodmects B 2010 1.

Jleuenue

Jleuenne paHHOro 3abosieBaHUs TpeOyeT KOMIUIEKCHOTO IIOJX0Ja U COCTOMT Kak U3

MEIMKaMEHTO3HOH, TaKk M HEMEJUKAaMEHTO3HOW Tepamuu ((usuyeckass W TICHXOJIOTHYECKas

peadbunutarus). [Jns XBJII paspaborana matoreHeTHYecKas Tepamusi - JIeYEHUE, KOTOPOe

HalpaBlI€HO Ha TO, 4YTOObI KOHTPOJMPOBaTh IATOJOTHYECKYI0 HMMMYHHYIO — arTaky.

[TaTorenernueckas Tepanus BKJIIOYAET TPU OCHOBHBIX METOJA:

e [moxokopmuxocmepouonvie npenapamul (I'’KC) Ha3zHauatoTcst B (opme TableToK H/Win
uHOQy3ul. JITUTETbHOCTh MpUEMa M BEIUYMHA J03bl 3aBUCAT OT TSHKECTH CHUMIITOMATHKU.
HecMmotpst Ha nokasaHHyio 3(G(EKTUBHOCTh U OTHOCHTEIBHO HU3KYIO CTOMMOCTD, JIEUEHUE
I'KC compspkeHO ¢ psaoM MOOOYHBIX SBJIEHMH, YacTOoTa U BBIPAXKEHHOCTh KOTOPBIX
UHIMBUYyallbHA — YBEJIMYEHUE Beca, TOUIHOTa, OECCOHHMIA, pa3ApakKUTEIbHOCTS,
o0oCTpeHue $3BEHHOM O0JIe3HH, MOBBINIEHUE U apTEpHATBLHOIO JABIEHUS U YpPOBHS
caxapa KpOBH, CHM)KEHHE IUIOTHOCTM KOCTHOM TKaHM (OCTEONEHHS, OCTEONopo3) M JIp.
Tpebyercst peryasipHblii MOHUTOPUHT U CBOEBpEMEHHAs! MPOPHIAKTUKHI Pa3BUTHUSI TOOOYHBIX
3 PEKTOB TEpAITUH.

e [Ipenapamoi BHYMPUBEHHO20 yenoeeuecKo2o UMMYHO2IOOYIUHA (BBUT) -
BbICOKOO()(pekTHBHBI W Oe3omacHbl. JleueHune 3akio4yaeTcss B €XKEMECIYHOM KypCOBOM
BHYTPUBEHHOM BBEJICHHMM IIpenaparta. B pmanbHelimeM yactora BBefeHus BBUIT moxer
BapbUPOBATh B 3aBUCUMOCTH OT €ro 3¢ (GeKTUBHOCTH. BaxxHO MpaBMIIbHO BBIOpaTh Mpenapar -
s nedenuss XBJIII ucnons3ytores tonpko BBUI, comepkamme mmmynornoOynun IgG
95%. Ilepen HayamoM jeueHust HEOOXOAMMO OOCIeI0OBaHKE Ha coliepKaHue IgA B KpoBH, UTO

MO3BOJIMTH CHU3UTh PUCK Pa3BUTHUA TOOOUYHBIX 3P dpexToB BBUT.
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e BuvicokoobvemHblll naazmagepes TPEACTABIACT cO00il mMporenypy yAaleHUs W3 IUIa3Mbl
KPOBH NATOTCHHBIX AHTUTE]I U BOCIOJHEHHE €€ CTEPWJIbHBIMU PAacTBOpPaMH, OEIKOBBIMU
pacTBOpaMul W/WiK JTOHOPCKO# minazmoi. [Iponenypa BkitouaeT ot 3 10 5 ceancoB. DPdexT
OT JICUEHUS coxpaHsieTcst He Ooubiie 2 - 4 Henenb. Takoil crocod Tepanuu He UCTIOIb3YeTCs
JUIsL JUIUTETIBHOTO JICUYEHHUs, a TMOJIe3€H B CIy4yae CTPEMUTENIbHOTO W/WIH TSXKEIOTOo
o0ocTpeHusi, nuOO B KauyecTBE JOMOJHUTENBHOTO METO/Aa JIEYEHUS] K OCHOBHOMY
(TTIIOKOKOPTUKOCTEPOUBI U AP.).

Y HEKOTOpBIX OOJIbHBIX, HECMOTPSI Ha CBOEBPEMEHHO Ha3HAUCHHOE aJIeKBAaTHOE JICUCHUE,
3a00JieBaHUE MOXKET MPOTrpeccUpoBaThb M HE TMOJAABaTbCSl KOHTPONO. B Takux cimyyasx
HA3HA4YalOTCs HMMMYHOJIENIpeccanThl (MukodeHonata Mo(eTusd, a3aTUONPUH, IIUKIOCIIOPUH,
mukiIopochaMua 1 Ip.) WK IpenapaT MOHOKIOHAIBHBIX aHTUTEN (PUTYKCHMAO0).

Hu onMH W3 M3BECTHBIX Ha CErONHAIIHMN J€Hb npenaparoB He wusneuuBaer XB/III, HO

MO3BOJIIET CHU3UTh AKTUBHOCTh OOJE3HH, NpPEAyNpeiuTh albHEWIlee yXyIIICHUEe WU

oboctpenue. Kaxapiii cnocod JiedeHHss HMMEET CBOM IUIIOCBI M MHHYCBI, KOTOpBIE

00roBapuBarOTCs C BpauoM, YUUTHIBAsI BCE OCOOCHHOCTH CIyyasi.

O01e peKOMEeHIAIMHT

e l30erath Ype3MepHBIX IMOLMOHAIBHBIX U (U3NYECKUX HArpy30K, COONII0IATh PEKUM Tpyaa
U OTJIBIXA;

e UHcomnsmus 1 TENIoBbIE IPOILEAYPHI JOJIKHBI OBITH JO3UPOBAHBL;

e OrpaHu4uTh MIPUEM aJKOTOJIA U JTFOOBIX IPYTUX HEMPOTOKCHUYECKUX MPENapaToB;

e (CoOmro1aTh Ha3HAYEHHUS HEBPOJIOTa;

o [IpunepxxuBarbcs MPUHIIMIIOB HEMPEPHIBHON peaOUINTAIIIH.

IIponoikurenbHOCTh kU3HU manueHToB ¢ XB/III He oTnnyaercs OT TakOBOW y JIIOAEH, HE

MMEIOIINX JaHHOTO 3aboneBaHue. KpaiiHe BaXKHBIM JIJIi TIPOTHO3a SIBJISIETCS CBOEBPEMEHHOE

Ha3HayeHWe  JIYCHMs, TUIaTeJIbHOE  HaONIoJIeHWEe 3a  MalueHToM U 3ddexTom

IIPOBOAMMOM TEpPAIUH.
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Hpuioxenue I'l. Inarnocruyeckue kpurepuu XB/III

Ha3Banue Ha pycckom si3bike: «PykoBoactBo EBpomeiickoit akamemun HEBpOJIOTHH /
OOwmectBa 3a60neBaHuil nepudepruuecKux HEpBOB 10 JUATHOCTHKE M JICYEHUIO XPOHUYECKOM
BOCHAJIUTENIBHON ~ JEMHUEIIMHUZUPYIOIIEH — IMONMPAAUKYJIOHEHPONIAaTUU: OTYET COBMECTHOU

paboueli rpynmnsl - BTOPOH NEPECMOTP»

OpurunaabHoe Ha3Banme (ecimu ecth): «European Academy of Neurology/Peripheral Nerve
Society guideline on diagnosis and treatment of chronic inflammatory demyelinating

polyradiculoneuropathy: Report of a joint Task Force-Second revision»

Hcrounnk (opuimanbHelii caiiT pazpaboTuukoB, nmyOaukanus ¢ Banuaanueit): Van den Bergh
PYK, van Doorn PA, Hadden RDM, Avau B, Vankrunkelsven P, Allen JA, Attarian S,
Blomkwist-Markens PH, Cornblath DR, Eftimov F, Goedee HS, Harbo T, Kuwabara S, Lewis
RA, Lunn MP, Nobile-Orazio E, Querol L, Rajabally YA, Sommer C, Topaloglu HA. European
Academy of Neurology/Peripheral Nerve Society guideline on diagnosis and treatment of
chronic inflammatory demyelinating polyradiculoneuropathy: Report of a joint Task Force-
Second revision. J Peripher Nerv Syst. 2021 Sep;26(3):242-268. doi: 10.1111/jns.12455. Epub
2021 Jul 30. PMID: 34085743.

Tun (MoaYepKHyTH):
IIKaJIa OIIEHKU
WHJICKC

BOIIPOCHUK

npyroe (YyTOYHHUTB): KPUTEPUU TUATHOCTUKU
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KJIMHHUYECKUE KPUTEPUU XB/II

Tunuunas
XBII

Bce Huxe NEePEeINCJICHHDbIC IIPDU3HAKU:

e [Iporpeccupyromas WU peunIuBHpyrOLIas, CUMMeETpHUYHas,
NPOKCUMAaJIbHAs U JAWCTANIbHAS MbIIIECYHAs! Ca00CTh BEPXHUX M HUIKHUX
KOHEYHOCTEM, M CEHCOPHBIC HApYILICHHs, II0 KpaWHEeH Mepe, B JBYX
KOHEUYHOCTSIX;

e [IporpeccupoBanue HapylIeHU B TEYEHUE HE MEHEE 8 HEJIEID;

° OTCYTCTBI/IC HWJIM CHMIXKCHHE CYXOXHJIBbHBIX pe(l)J'ICKCOB BO BCCX
KOHCYHOCTAX.

BapuanTsl
XBAII

OaHO U3 HUKe NEePEeYHCIeHHOI0, HO B OCTAJILHOM - HAJINYHE IPU3HAKOB
TunuaHoii XB/III (cyxoxunbHble pedaeKchl MOTYT OBITh COXpaHHBIMHU Ha
HEMOPaXeHHON KOHEYHOCTH )

e Jlucmanvnass XB/{II: HapymieHue 4YyBCTBUTEIBHOCTH W MbILICYHAS
cnabocTh B JUCTANbHBIX  OTJENAaX MPEUMYIIECTBEHHO  HIKHUX
KOHEUHOCTEH;

o Mynvmugokanvnaa XB/[II: HapylieHUEe YyBCTBUTEIBHOCTH M MBIIICYHAS
cJ1ab0CTh Kak npu MHOXECTBEHHON MOHOHEWponaTHu
(MynpTH(OKAIBHBIA ~ MATTEPH), ACUMMETPUYHBIE  HAPYUIEHUS  C
npeoOiajaHMeM B BEpPXHMX KOHEYHOCTAX, Oojiee 4YeM B OJHOM
KOHEYHOCTH;

e Qokanvraa XB/[II: HapyllleHHME€ 4YyBCTBUTEIBHOCTH M MbIIICYHAS
¢J1a00CTh TOJIBKO B OHOM KOHEYHOCTH;

e Momopnass XB/[II: nBuratenpHble HapylleHUs (BsUIBIH TeTpa- WIH
HIDKHUH Mapanapes) 6e3 HapyIIeHu 4yBCTBUTEIBHOCTH;

e Cencopnas XBJ/[Il: nONWHEBPUTHUECKUE UYYBCTBUTEJIbHBIE HaPYIICHUS
0€e3 MBIIIEYHOM c1ab0CTH.

IJIEKTPOAUATHOCTUYECKHUE KPUTEPUU XB/II

KpuTepnn MPOBECACHUSA 110 MOTOPHBIM BOJJOKHaAM

(1) LocToBepHbIe NPU3HAKH IeMH eJIUHU3ALUHA
HAJIMYUE OJTHOTO U OoJiee U3 MepeUHCICHHBIX HIDKE MPU3HAKOB:

(a) yBennueHue QUCTAIbHOM JJAaTEHTHOCTH M-oTBeTa Ha > 50 % OT BepXHEl I'paHUIbl HOPMBI

IIpU UCCIICOJOBAaHUH 2 u Ooiee ABUTAaTCIIbHBIX HCPBOB (I/ICKJ'IIO‘-II/ITL I(apHaJ'IBHBIfI TyHHCHLHLIﬁ

CUHJPOM); UITU

(b) cHmKEHHE MOTOPHOM CKOPOCTH TIpoBeneHus Ha > 30 % OT HWKHEW TPaHUIIBI HOPMBI TI0

JIBYM U 00Jiee IBUTATEIIbHBIM HEPBaM; UITH

(c) yBenuuenue natreHTHOCTH F-BoitH Ha > 20 % oT BepXHel IpaHUIbl HOPMBI B 2 1 OoJiee

HepBax (v Ha > 50 %, ecnu amruMTyAa quctanbHoro M-oreeta < 80 % OT HM)KHEH TpaHULIbI

HOPMBI); WIH

(d) orcyrcrBue F-BonH B 2 u Gonee HepBax (eciy MpU UCCIICAOBAHUH ITHX HEPBOB aMILIUTY/a

quctanbHoro M-orseta > 20 % OoT HUKHEHN rpaHuIIbl HOPMBI) + > | IpU3HAK JeMUETNHU3ALNN
B > 1 1pyrom HepBe; Uin
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(e) MoTOpHBIH 610K TpoBeneHus: > 30% CHIDKEHHE aMIUTUTY/bl TPOKCUMAaIbHOr0 M-0TBeTa 110
CPaBHEHHIO C AUCTAIBHBIM (HCKII0Yast 00JIbIIeOEPIIOBLI HEPB) PU AMILIUTY/IE AUCTAILHOTO
M-otBeta > 20 % OT HUKHEN TPaHULIBI HOPMBI B 2 1 0oJiee HEpBax WM B | HEpBe MPHU HATUYHU
> 1 mpusHaka nemuenuHu3anuu (kpome orcyrctBus F-Bonn) B > 1 npyrom HepBe; Wi

(f) maronoruueckas TemnopanbHas nqucnepcus: > 30 % yBennueHue AITUTeIbHOCTH
MPOKCUMAaJIbHOr0 M-0TBeTa 0 OTHOLICHHIO K AUCTATBHOMY B > 2 HEpBax; WIH

(g) IIUTENBEHOCTh TUCTAILHOTO M-0TBeTa (MHTEPBAJ MEK/y Ha4aJIoM MIEpPBOr0 HETaTUBHOTO
MUKa U BO3BpAILIEHUEM €ro K U30JIMHUM) yBelnuueHa B > 1 HepBe + > | mpu3Hak
JeMHUEIMHU3ALMU B > | Ipyrom Hepse:

(LFF 2 Hz) median > 8.4 mc, ulnar > 9.6 mc, peroneal > 8.8 mc, tibial > 9.2 mc

(LFF 5 Hz) median > 8.0 mc, ulnar > 8.6 mc, peroneal > 8.5 mc, tibial > 8.3 mc

(LFF 10 Hz) median > 7.8 mc, ulnar > 8.5 mc, peroneal > 8.3 mc, tibial > 8.2 mc

(LFF 20 Hz) median > 7.4 mc, ulnar > 7.8 mc, peroneal > 8.1 mc, tibial > 8.0 mc

(2) HenocToBepHbie NPU3HAKHU IeMHEJIHHU3ALMU:
110001 U3 MPU3HAKOB, TIEpeUnCIIeHHBIH B (1), HO BBISBJICHHBIN TOJIBKO B 1 HEpBe

Ilpumeuanue 1. DTH KpUTEPUH ONPEACICHBI TPU MCIOIB30BAHUM YacTOTHl (WIBTpPAa B
muanazone or 2 I'm mo 10 x['m s Bcex mapameTpoB 3a MCKIIOYEHHUEM YBEITUYCHHS
JUIMTETILHOCTU JAUCTaNbHOrO M-0TBeTa, TJe M3MEHEHMsI Pa3jM4YHbl MPH YEThIPEX HUKHUX
yactoT ¢unbtpa (LFF) 2, 5, 10 u 20 I'n. TemnepaTypa KO BO BpeMs HCCIEAOBAaHUS JAOKHA
MOJJIEPKUBATHCS HA YpOBHE JIaJoHU He MeHble 33 °C, Ha ypoBHE HAapyKHOH JIOABDKKH HE
menbre 30 °C.

Ilpumeuanue 2. OObeM HcCIENOBAHUS MPOBOJAIIEH (QYHKIIMM MOTOPHBIX BOJIOKOH
(KOJMYECTBO HEPBOB, KOTOPHIE HEOOXOAMMO HCCIIEOBAThH; MCCIEIOBAHNE B NMPOKCUMAIBHBIX
oT/eNax):

* U aHAlTN3a KPUTEPUEB TECTUPYIOTCS CPEIMHHBIA, JIOKTEBOU (CTUMYIHPYETCS HUXKE JIOKTS),
Mano0epIOBBIi (CTUMYIHUPYETCS HUXKE TOJOBKH Majo0epiIoBOl KOCTH) M OOJIbIIeOEPIIOBHIi
HEPBBI C OJTHON CTOPOHBI;

€CIIM KPUTEpUU HE BBINOJHSIIOTCS, T€ K€ HEpPBbI HCCIENYIOTCS C JPYroil CTOPOHBI W/WIIN
JIOKTEBOM W CPEIUHHBIA HEPBBI CTUMYIUPYIOTCS B MPOKCHMAIBHBIX OTHENax (Ha YpOBHE

TJIe4a, MOAMBIIICYHON BIAAUHBI U B TOUKE Dp0Oa);

OJIOK IPOBENEHUS WIM 3aMeUIEHHEe MOTOPHOM CKOPOCTH MPOBEACHMSI HE YUUTBHIBAIOTCS IO
JIOKTEBOMY HEpPBY Ha YpOBHE JIOKTS U IO Majo0eploBOMY HEpPBY Ha YpOBHE KOJIEHHOTO
CyCTaBa;

MEXIy TOYKOM Opba M 3amsicTbeM HEeoO0XOAMMO yMEHbIIEHHE aMIUIUTyAbl M-oTBeTa He
MeHbIe yeM Ha 50 % i Bepudukanuy 0J0Ka MPOBEJACHUS 10 JOKTEBOMY M CPEAMHHOMY
HepBaM. [Ipu cTUMYISIIMK CPEAMHHOTO HEpBa B MPOKCHUMAIbHBIX OTAENax cieayeT u3beratb
COITYTCTBYIOIIYIO CTUMYJISIMIO JIOKTEBOTO HEPBA, MOXKET MOTPEOOBATHCS TEXHHUKA KOJUIU3UU
IUIsSL YCTpaHEHHsI YJacTHs JOKTEBOTO HEpBa B 0Opa3oBaHMM M-0TBETa, PETHCTPHPYEMOTO C
m.APB (a0 He ¢ m.FCR)

pH HAJMYUU MOTOPHOTO OJIOKAa MPOBEACHUS IO JIOKTEBOMY HEPBY Ha YPOBHE TpPEATUICUbS

clielyeT MCKJIIYMTh aHacToMo3 MaptuHa-I'pybepa ¢ MOMOIIbIO CTUMYJISILIMA CPETUHHOTO
HEepBa B JJOKTEBOM siMKe (oTBeneHne ¢ m.ADM);

*[IpM HAJIWYMM MOTOPHOrO OJIOKa MPOBEACHUS MO CPEAMHHOMY HEpBY Ha NpeIIieube
HE00XO0AMMO HMCKIJIIOYHTh Y4acTHe JIOKTEBOI'O HEepBa B 00pa30BaHMU AMCTAIBHOTO M-0oTBeTa
IIPU CTUMYJISILIUY HAa 3aISCThE;

* €CJIM aMIUTUTY/Ibl TUCTAJIbHBIX M-0TBETOB pe3ko cHMkEHHI (<1 MB), cinenyer peructpupoBaTh
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M-0TBeTbl € TPOKCHMAJbHBIX MBI, HHHEPBUPYEMBIX MAalOOEPIOBBIM, CPEAUHHBIM,
JIOKTEBBIM WJIH JIY4€BbIM HEPBaMHU.

KpnTepnn NMPOBEACHUS 110 CECHCOPHBLIM BOJIOKHAM

(1) XBII:

* HAPYIICHHE CEHCOPHOM MPOBOAMMOCTU (yBEIMYCHHE JIATEHTHOCTH WM YMEHBIICHUE
aAMIUTUTY/Ibl CEHCOPHOTO MOTEHIMANA, UM 3aMEIJIEHUE CEHCOPHOU CKOPOCTH MPOBEJICHHUS) B
IBYX U 0oJiee HepBax

(2) Boamoxnas XB/II:

* kaK B (1), HO TOJIbKO B OJTHOM HEPBE;
* pu ceHcopHoit XBJ/II1 ¢ HOpMaIbHBIMU MTapaMeTpaMu UCCIEIOBAHUS MPOBOIAIICH (DYHKITMN

MOTOPHBIX BOJIOKOH JIOJKHBI IIPUCYTCTBOBATh a) WM b):

a) CHIDKEHHME CEHCOpPHOU ckopocTu mpoBeacHUs < 80% OT HIXKHEW TrpaHUIlbl HOPMBI (TIpH
aMILTUTYIe CEeHCOpHOro nmoteHuana > 80% oT HuxHed rpanuilbl HopMbl) Wik < 70% ot
HWKHEW IpaHullbl HOpMbI (IIpU aMIUIMTYZAE ceHcopHoro norteHnuana < 80% oT HuxKHEH
TPaHUIBI HOPMbI) KaK MHHHMYM B JIByX HepBax (CpEAMHHOIO, JIOKTEBOTO, JIy4eBOTO,
UKPOHOXHOTO0), WU

b) marrepH MHTAaKTHOCTU MKPOHOXKHOTO HepBa (0T aHri. sural sparing pattern) (u3meHeHue
apaMeTpoB CEHCOPHOTO MOTEHIMANIa CPETUHHOTO UITH JIY4€BOTO HEPBOB MPH HOPMAJIbHBIX
napaMerpax CEHCOPHOTO MOTEHIMajla HKPOHOXKHOTO HepBa) (MCKIIOUUTH KapHalbHBIH
TYHHEJTIbHBIA CHHIPOM).

Ilpumeuanue 1. TemnepaTypa KOXM BO BpeMsl HCCIICAOBAaHUS JOJDKHA MOJICPKUBATHCS Ha
ypoBHe Nafionu He MeHbIe 33 °C, Ha ypoBHE HApyKHOU J0AbLKKH He MeHbIe 30 °C.
Ilpumeuanue 2. CHWXEHUE AaMIUIMTYIbl CEHCOPHOTO TIIOTEHIMANIAa HKPOHOXXHOTO HEpBa
OTMEUAaeTCsl Yy JIMII CTapiiero BO3pacTa, B CBSI3UM C YE€M pPEKOMEHIYeTCs HCIOIb30BaTh
BO3PACTHBIE HOPMBI TIPU UCCIIEOBAHHUH JUI] cTapiie 60 yer.

MOJAEPKUBAIOIIIUE KPUTEPUU XBAII

(a) OObeKTHMBHBI OTBeT HAa MNATOreHETHYECKYK) Tepanuil (BHYTPHBEHHYIO
BBICOKO/03HYI0 HMMYHOTepaInuio, BBICOKO0ObeMHbIii miasmadgepes,
rirKoxkoprTukocreponasi) (GPP)

OTBeT Ha TeEpamui0 CleayeT OIEeHHMBaTh OOBEKTHBHO IO INKalaM WHBATUAW3AINN U
JBUTATEIbHBIX HapylleHuid. OTCYTCTBUE ynydlleHMs mocie Tepanuu He uckiaouyaer XBJIII,
Tak)Ke KakK U MOJIOKUTEIHHBINA OTBET Ha JiedueHue He siBsieTcs cnennduunsiv st XBJIIT.
Crenyromiasi TMHAMHUKA TI0 IIKAJIaM MOXET OBITh MCIOJIb30BaHA B KIIMHUYECKON MPAKTHUKE Kak
JIOKA3aTelIbCTBO OTBeTa Ha JiedeHwme: mo mkaie [-RODS: + >4 6ammos, mo mkane INCAT
disability scale: + >1 6amr; mo mkame MRC sum score (0-60): +> 2 mo 4 6amios.

(b) Buzyaausanus (GPP)

Yaempaszeykosoe uccieoosanue nepugepuieckux Hepeos:

UCCIIeIOBaHHE HEOOXOAMMO MPOBOJUTH Yy B3pOCIBIX IAlMEHTOB, YJOBIETBOPSIOIIUX

JIMATHOCTUYECKUM KPUTEPHUSIM «BO3MOXKHON», a He «aoctoBepHoil» XB/IL. dna XBJII

XapaKTepHO:

e yBenuueHue miom@aau nonepeynoro cedyeHusa (IIIIC) nmo kpaiiHell mepe B ABYX TOYKax
UCCJIEIOBaHMS CPEJMHHOIO HEpPBa B NMPOKCUMANIbHBIX OTJAENaX H/WIM CTBOJIOB IJICUEBOTO
crerenusi: yBenuuenue IIIC cpeaqunnoro Hepsa > 10 MM° Ha npeamieyse u > 13 MM° Ha
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miede, yBenuueHue [IIIC cTBonoB miedeBOro cruiereHus > 9 MM® B MEKICCTHHYHOM
npoctpanctse, yBenuuenue [I11C cnunanbHbIx HEpBOB > 12 MM

MaZHumHO—peé’OHaHCHafl mOMoepad)wl njie4yeeoco cnjienerus.

UCCJIEIOBaHHE HEOOXOAMMO TMPOBOAUTH Y B3POCHBIX IAlMEHTOB, YIOBIETBOPSIOIINX

JIMATHOCTUYECKUM KPUTEPHUSIM «BO3MOXHOI», a He «iaoctoBepHoi»y XBIIL. s XBJIII

XapaKkTepHO:

® YBEIWYCHHE W/WIU TOBBIIICHHAS HHTEHCUBHOCTH CUTHAJIA OT HEPBHOTO (-bIX) KOpeIIka (-0B)
Ha T2-3BemanHbix MP — wuzoOpaxkenusx (DIXON/STIR, kopoHanbHBIE+CAaruTTaabHbBIE
wiockoctd).  IlpenmouruTenbHa  KOJUYECTBEHHAs  OIGHKA  pa3MEpOB  KOPEIIKOB
CIMHHOMO3TOBBIX HEpPBOB (IMaMETp HEPBHOIO KOpEIIKa HEMOCPEACTBEHHO pPAIOM C
TaHIJIMeM, U3MEPSEMbII KaKk BbICOTa B KOPOHAIBHOM IIJIOCKOCTH CO 3HAUYEHUEM > 5 MM), WK
IIOJIYKOJIMYECTBEHHAs OLIEHKA M3MEHEHUI KOPEUIKOB U CTBOJIOB CHMHHOMO3I'OBBIX HEPBOB C
UCIOJIb30BAHUEM  CIIEAYIOIMX KaTeropuil: HOpMajbHblE, BO3MOXHO HW3MEHEHHBIE,
JIOCTOBEPHO U3MEHEHHBIE.

Ipumeuanue: uamenenus, BeisiBiieHHbIe ipu Y3U 1 MPT HeBpaibHBIX CTPYKTYp, HEOOXOIUMO
OIICHMBATh B COBOKYIHOCTHU C pe3yJbTaTaMH APYTUX OOCIETOBAHHM, MPH HUCKIIOYEHUU TAKUX
3a0oneBanuii, kak MMH, pemuenunusupyrommue HMCH, mnapanporenneMuyeckue
nHeiiponatun, POEMS-cunnpoM, nuabetnueckas paauKyJIOIUIEKCONATUS, AaMHJIOMIHAS
MOJIMHEHpONaTHsl, HeBpaIrHIecKas aMHOTpo(us, JISIPO3HAsl HeWpomnaTus, Helpopudpomaros
WM HelpoauMdomaros.

(¢) Anauu3 1ukBopa (GPP)

He pekoMeHayeTcss IPOBOAUTH aHAIU3 JIMKBOPA, €CJIM JUArHO3 OYEBHJIEH IO JAHHBIM JPYIHX

METO/0B 00CIeI0BaHUI. AHAIIN3 JIMKBOPA CJIEAYET BHIIOIHATD B CICAYIOMIMX CITydasX:

® [AlMEHTHI, YOBJIETBOPSAIOT JMATHOCTUYECKUM KPUTEPUSIM «BO3MOkHOM» XBJIII;

® B CIIy4asx OCTPOro WJIM MOAOCTPOro Hayasa 3a00seBaHMs;

e xorna npu XBJIl-nogoOGHONH CHUMITOMAaTHKH T0A03pEBAETCS HMHMEKUHMOHHBI WIN
3JIOKAYE€CTBEHHBIN I€HE3 HAPYILICHUHN.

[ToBbilIeHNE ypOBHS Oelika B JMKBOPE CIIEAYET MHTEPHPETUPOBATH OCTOPOXKHO MPU HATUYUU

caxapHoro auabeta. CienyeT UCIONb30BaTh BO3PACTHBIE HOPMBI YPOBHS O€lKa B IUKBOPE, JIJIs

KOHCTaTallu{ IMOBBIIIEHUS OeNlka y Mal[MeHTOB CTapllero Bo3pacTa Mcronib3oBarh: > 0,5 r/in B

Bo3pacte a0 S50 et u > 0,6 v/ B Bo3pacte crapiie 60 yer.

(d) buoncus nepsa (GPP)

He pexomenyercss npoBOJUTh OMOIICHIO HEPBA, €CIM JUArHo3 OYEBHJIEH IO JAHHBIM JPYTUX

METOI0B 00cieoBaHmi. buorcuio HepBa ciieyeT BBIMOIHATh B CIEAYIOIUX CAYydasx:

* B ciydasx, korga XB/III mogo3peBaeTcs, HO HE MOXKET OBITh MMOATBEPK/ICHA KIMHUYECKUMH,
7a00paTOPHBIMHM,  BU3YaJM3ALlMOHHBIMU U 3JIEKTPOAMATHOCTUYECKUMH  METOJIaMu
WCCJIEI0BAHMS;

* npu XBJII-nonoOHBIX HeHpomaTUsX, OTCYTCTBUU OTBETAa Ha MATOIC€HETUYECKOE JICUCHUE,
nono3pennu Ha HMCH, amunonio3, BacCKyJIuT, CapKoU103 MM HEHpo(huOpoMaTos.

Jns XBIII xapaktepHsl ciemyrone MophoJorHueckue M3MEHEHUs: 00pa3oBaHMs MO TUITY

«JTyKOBUYHBIX T'OJIOBOK», MPU3HAKHU MEPUBACKYJISIPHOTO BOCHAIEHHs, CETMEHTapHasi Makpodar-

VWHIYLMPOBAaHHAs IEMUEIMHN3ALMS, aKCOHAIbHAS J€TeHEepalusl, PEMUECITMHU3ALINS.

KPUTEPUHU UMMYHOJIOI'MYECKOI'O TECTUPOBAHMUS ITPU XB/II
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Juexktpodope3 0eKOB CHIBOPOTKM W MO4YM ¢ HMMYHO(pukcanueit (M-rpaguenr),
HCCJIeIOBAHNE JIETKUX Leneil Heo0X0AMMo NMPOBOAUTH y Beex nmanueHToB ¢ XBJIII

¥V nanueHToB ¢ aucraneHbiM BapuanTtoM XBJ/III, npu orcyrcrBum IgM mapanporenHemuu u
OTCYTCTBMM aHTUTEN npoTuB MAG, crienyeT paccMOTPETb BO3MOKHOCTH IOBTOPHOI'O
TECTUPOBAHUSI.

UccnenoBanue ypoBHs ¢aktopa pocra sHgorenus cocynoB (VEGF) B cbiBopoTke mokazaHo
MNalUeHTaM C JUMCTAJbHBIM BapUaHTOM OOJIE3HW W HAJUYUU HEHpomaTHuecKkoro 00JIeBOTrO
CHHIIpOMA, Yy KOTOpBIX OOHapyxeHa mapamporenHemus IgA wmm IgG, acconmmmpoBanHas c
CeKpelnuei Jerkoi uenu aamoa, npu noxospenur Ha POEMS-cunpom.

TeCTHPOBaHI/Ie Ha aHTUTE/IA K HOAAJBHBIM H MAPAHOAAJIbHBIM AHTHTCHaAM

VY manuentoB ¢ kimHHYeckuM (enoturniom XBJIII tectupoBanmne Ha anturena aHTu-NF155,

anTtu-CNTNI1, antu Casprl, antu-NF140/186 mpoBoIuTh B ciiydae:

* OTCYTCTBHSI OTBETa Ha BBICOKOJO3HYIO BHYTPMBEHHYIO MMMYHOTEPAIHIO U BBICOKOJIO3HYIO
tepanuto ['KC;

* IIpU OCTPOM WJIM MOJOCTPOM e0I0TE;

* BBIPOKCHHOH CEHCHUTHBHOM aTaKCHH, MPEUMYIIECTBEHHO TUCTAIbHOM c1ab0CTH;

* BOBJICUCHUS JBIXATEIbHBIX MBIIII] M MIOPAKCHUS Y€PEITHBIX HEPBOB;

* CONYTCTBYIOUIETO HEPPOTHUECKOTO CHHIPOMA;

* OYEHb BBICOKOTO YPOBHsI O€JKa B JINKBOPE.

KATEI'OPUU JTUATHO3A XBAII

Tunuunasa XBJ/III

[ocroBepHas e KiuHuueckue Kputepun + DIEKTPOJUATHOCTUYECKUE KPUTEPUH
NPOBEICHUS 1O MOTOPHBIM BOJIOKHaM B JIByX HepBax =
JJIEKTPOAMATHOCTUYECKUE KPUTEPUU IIPOBEICHHUS 110 CEHCOPHBIM
BOJIOKHAM B JIBYX HEpBax; WJIH

e Bo3MOxHO Tunu4Has XB/III + kak MUHMMYM JBa MOJIEPKUBAIOIINX
KpUTEPUS

Bo3mosxkHast e KilMHMuYecKMe KpUTEpUH + DIEKTPOAUArHOCTUYECKHE KPUTEPUU
MIPOBEACHUSA IO MOTOPHBIM BOJIOKHAM B OJHOM HepBe +
JJIEKTPOJAUATHOCTUYECKUE KPUTEPUM IPOBEAEHUS 110 CEHCOPHBIM
BOJIOKHAM B JIByX HEpPBAaX; UIIU

e KimHMueckue Kputepuum + OTCYTCTBYIOT XapakrepHble st XBJIII
JJIEKTPOJAUATHOCTUYECKUE KPUTEPUM MPOBEACHUSA [0 MOTOPHBIM
BOJIOKHAM B OJHOM HEpBE + DIEKTPOAUArHOCTUYECKUE KPUTEPUU
MIPOBE/ICHUS 10 CEHCOPHBIM BOJIOKHAM B JBYX HepBaxX + 0OBEKTHBHBIH
OTBET HA IATOTCHETHYECKYI0 TEpalul0 + OJHUH IOAJCPKUBAOLIUI
KpUTEpUi

Jucransnasa XBIIT

HocroBepHas e KiMHMueckue KpuUTEepuu + DIEKTPOAUATHOCTUYECKHE KPUTEPUHU
HpOBC}IGHI/ISI 110 MOTOpHI)IM BOJIOKHaM B ABYX HepBax +
3HeKTp0)IHaFHOCTHq€CKHe KpI/ITepI/H/I HpOBe}IeHI/IZ 110 CeHCOpHBIM
BOJIOKHAM B JIBYX HEpBaXx; WU

® BO3MOYKHO auctanbHas — XBJII +  Kak MHUHUMYM  JIBa
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MOAACPKUBAIOIINX KPUTEPUS

BosmoxHas

KnuHuueckne KpuTepuu +  AIEKTPOJUATHOCTUYECKUE KPHUTEPHUU
MPOBEICHUSI 1O MOTOPHBIM BOJIOKHAM B OJHOM HEpBE pyKH +
ANEKTPOAUATHOCTUYCCKUE KPUTEPUH TMPOBEICHUS 10 CEHCOPHBIM
BOJIOKHaM B OJHOM HCPBE; UJIU

KnuHuueckue KpuTepud +  AIEKTPOJUATHOCTUYECKHUE KPHTEPHU
IMPOBCACHUA 11O MOTOPHBIM BOJIOKHAM TOJIBKO B JIBYX HCpPBax HOI' +
ANEKTPOAUATHOCTUYCCKUE KPUTEPUH TMPOBEICHUS 10 CEHCOPHBIM
BOJIOKHAaM B JBYX HepBax (IOJJEPKUBAIOLIUE KPUTEPUH HE
HCIIONB3YIOT)

MyasTudorkanabHas uian poxanbHas XBII

JocToBepHast

Kimmanueckue kpurepuum +  3IIEKTPOJUArHOCTUYECKHE KPUTEPUU
NIPOBEACHUSA II0 MOTOPHBIM BOJIOKHAM B  JBYyX HepBax +
JJIEKTPOJAUArHOCTUYECKUE KPUTEPUM IPOBEAEHUS 110 CEHCOPHBIM
BOJIOKHAM B JIByX HEpBaX; WU

BO3MOKHO MyJbTH(OKambHast wiu ¢okansHas XB/II + kak MUHUMYM
J1Ba MO IEPKUBAIOIIHUX KPUTEPUSL

Bo3morxHas

Kimmanueckne kpurepuum +  3IIEKTPOJUArHOCTUYECKHE KPUTEPUU
IIPOBEJEHUS IO MOTOPHBIM BOJIOKHAM B OJHOM HepBe +
NEKTPOAUATHOCTUYECKUE KPUTEPUM IIPOBEIEHUS 10 CEHCOPHBIM
BOJIOKHAM B JIByX HEpPBaX;

@oxkansHass XBJIII ¢ coOTBETCTBHEM KIMHUYECKHM KpUTEpUsAM +
JJIEKTPOJAUATHOCTUYECKUE KPUTEPUM IPOBEIACHUSA II0 MOTOPHBIM
BOJIOKHAM B OJHOM HEpPBE ~ DIEKTPOAUArHOCTUYECKHE KPUTEPUU
IIPOBEACHUS 110  CEHCOPHBIM  BOJIOKHAM B  OJHOM  HEpBE
(mopepKuBaroIMe KPUTEPUU HE UCTIOIb3YIOT)

Motopuas XBJII

HocroBepHas

Knuanueckne kputepuu + 3IEKTPOAUATHOCTUYECKHE KPUTEPUHU
MPOBEJICHUSI IO MOTOPHBIM BOJOKHAM B JBYX HEpBaxX + HOpMaJbHbIE
rapameTphbl ucciaeaoBaHus 4 CECHCOPHBIX HEPBA; WU

BO3MOkHO MoTopHasg XB/III + kak MUHMUMYM JBa MOJAEPKUBAKOIINX
KpUTEPUS

Bo3smoxHas

Knunuueckne KpuTepuu + 3JIEKTPOJUATHOCTUYECKHE KPHUTEPHUU
MIPOBE/ICHUS IO MOTOPHBIM BOJIOKHaM B OJTHOM HEpBE + HOpPMaJIbHbIE
rapaMmeTpbl UCCIIEOBaHMs 4 CEHCOPHBIX HEPBA;

[IpeumymectBenno wmotopHast XBJIII: kak npu wmortopHor XBJ/II, HO ¢ Hanuuuem

HapymeHHﬁ IIpH UCCIICOJOBAHUU NIBYX CCHCOPHBIX HEPBOB

Cencopunas XB/II

BosmoxHas

Kimanueckne kputepuum +  3IIEKTPOJUATHOCTHYECKHE KPUTEPUHU
MPOBEJICHUS 110 CEHCOPHBIM BOJIOKHAM (TIOJAEpKUBAIOIINE KPUTEPUU
He wucnoib3ytorcs). IlpoBozsmas (yHKIMS MOTOPHBIX BOJIOKOH
J0JKHA OBITh HOPMAJIbHOM MUHUMYM B YETHIpEX HepBax

[IpenmymectBenno cencopnass XB/II

Bo3mokHas

KinuHuyeckne KpuTepuum + DIIEKTPOAMArHOCTUYECKHE KPUTEPUU
IIPOBEJEHUS IO CEHCOPHBIM BOJOKHaM B JByX HepBax +
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QJICKTPOAUATrHOCTUYCCKHUEC KPUTCPHUU TMPOBCACHHUA IO MOTOPHBIM
BOJIOKHaM B IIBYX HCpBax UJIK B OJJHOM HEPBC.

JocrosepHast e KimHnyeckue Kpurepuum + IIEKTPOAMATHOCTHYECKUE KPUTEPUU
NIPOBEACHUS 110 CEHCOPHBIM BOJIOKHAaM B JBYX HepBax +
JJIEKTPOJAUATHOCTUYECKUE KPUTEPUM IPOBEACHUSA 10 MOTOPHBIM

BOJIOKHaM B IBYX HCPBaX.

Hpuioxenue I'2. Inddepenumanbuas nuarnocruka XB/II ¢
napanporeMHEMUYeCKUMHU JeMHeJIMHU3UPYIOLIMMHI HeHponaTusiMu

Ilapanpomeunemuueckue oemuenrunusupyrowue Heuponamuu — TE€TEPOreHHas Ipymna
Oone3Hel, mpu KOTOpbIX KauHN4eckas kaptuHa XBJIII coueraeTcs ¢ cekperueil nmapanporenHa.
Ho 30% cnysaeB XB/III compoBoxknaercss MOHOKJIOHaNIbHOW cekpeuuend, a0 50% wu3 HHX
OKa3bIBAIOTCS 3JI0KAYECTBEHHBIMU T€MO0IACTO3aMHU, IPU KOTOPBIX HEBPOJIOTUIECKAE CHMITTOMBI
MOTYT OBITh IEPBBIMU WJIM €JUHCTBEHHBIMU KJIMHUUECKUMHU ITPOSIBICHUSMHU.

1. Onpeodenenue

MoHokJIOHAIBHASA TraMMmanatusi (mapanporeMHeMusi, cexkpeuusi M-nporeumna, M-
rpajueHT) - MaTOJOTMYEeCKasi CeKpenus KieTkamu B-mumboumHoro psima oZHOTO M3 KIAcCOB
MMMYHOTIJIOOYJIMHOB.

2. Knaccugpurayusn

A. MonoknonanvHasn eammanamus HeonpeoenenHozo sHavenus (MI'H3):

a) cekpeuus napanporeuHa IgA, IgG

b) cekpeuus napanpotenHa IgM:

® C aHTHUTEIAMHU K MUEITUH-aCCOLMUPOBAHHOMY TIHKONpoTeuHy (Anti-MAG) — esidenena 6

OMOENbHYI0 HO30I02UYECKYI0 eOUHUYY, He 8X00um 6 nepeuens sapuanmos XB/I1;

e 0e3 aHTUTEN K MUEJIMH-aCCOLMUPOBaHHOMY TIuKonpoTenHy (Anti-MAQG);

B.  Jlumghonponugpepamusnvie 3abonesanus:

a) MHoXecTBeHHass MHeEIOMa, IJIa3MOIUTOMA, 3JI0KaueCTBEHHAs JIMM(pOMa, XPOHUYECKUN
muM@oneko3, MakporioOynuHemus BampaeHctpema, O00J€3Hb TSDKENBIX — IIETIEH,
MEPBUYHBIN aMUTIOU03;

b) POEMS cunnpom (P-nonuneitponarus, O-opranomeranusi, E-snnokpunonatusi, M - M-
IIPOTEUH, S- KOXKHBIA CUHIPOM);

c) CANOMAD cuHIpoM - XpOHHUYECKasi aTaKCUYecKask HEBPOIATHs ¢ O(pTaIbMOIUIETHEH,
IgM-acconunpoBaHHON MOHOKJIOHAJBbHOW TraMManaTUeld, aHTUTENaMU K XOJIOJIOBBIM

arrJIOTUHWHAM M TMCHUaioTaHrno3uaam (anturena kiacca M k GD1b/GQ1b)).
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3. Kaunuuecxkasa kapmuna
A. CootserctByet kimHnueckuM kputepusm XB/IIT (EAN/PNS, 2021);
B. Moxer uMeTh crneayronme 0COOeHHOCTH:

a) IlpeobnanaHue CEHCOPHBIX CUMIITOMOB;

b) BelpakeHHas CCHCUTHUBHAS aTAKCHsI, TPEMOP KOHEYHOCTEH;

¢) IlpenmyiiecTBEHHO qUCTALHOE pacpeeICHUE MBIIIEYHOH C1ab0CTH;
d) MenneHHOE HEYKIIOHHOE TIPOTPECCUPOBaHUE 0€3 PEMUCCHIA.

X

Hucmpymenmanvuaa u 1ab6opamopnas OUazHOCMuKa

A. DHMI' — cootBercTBHE 3iekTpoauardoctuueckum kpurepusm XBJIT (EAN/PNS, 2021) B
KaTeropuu «I0CTOBEPHAs/BO3MOXKHAS»;

B. JlaGopaTopHble METO/BI:

a) DOnektpodope3 OEIKOB CBIBOPOTKH KPOBU U MOYH C UMMYHHO(UKCAIUEH;

b) HWccrenoBanuwe YpOBHS aHTHTEN K MHEIWH-aCCOIMUPOBAHHOMY TJIMKONPOTCHHY (B
cllydae, €Clid aparpoTerH MpeCcTaBiIeH cekpenueit IgM);

c) MHWccnepmoBanue ypoBHA »dHIoTenuanbHoOro (akropa pocta cocynoB (VEGF) mnpu
nojo3pennr Ha POEMS — cunnipowm;

d) WccnenoBaHue ypoBHS aHTHTEN K TaHrIMo3uaam nepudepuueckux HepoB (GQ1lb, GMI1,
GDla, GD1b, SGPG) (uenecoobpazno mpu mnomo3peHurn Ha CANOMAD u IgM-
napanporenHeMuu 6e3 cekpeunu aHtTuren K MAQ).

C. HoobcnenoBanue, HalpaBieHHOE HA YTOYHEHHUE THIIA TeMO0JIacTo3a:

a) KT rpynnoit kneTku u OprOIIHOM MOJIOCTH,

b) Pentrenorpadus miockux Kocre,

¢) TpenanoGuoncus/crepHaIbHas MyHKLNA,

d) VYuabTpasBykoBoe wuccieoBaHuE TepudepruecKux JTUMQOY3JIO0B €  MYHKIIMOHHOMN
Ouorcuent 1o nokazaHusM,

e) Koncynpramus oHKOremMarosora 1mo pe3yjibraraM 00CIIeI0BaHMs.

S

Jleuenue u monumopunz
A. MOHUTOpUHT:

a) Konnenrpauus napanporenHa; ypoBeHb 0enka benc-JxoHca B Moue;
b) KoHueHtpamus cbIBOPOTOUHBIX UMMYHOTTIOOYJIMHOB;
¢) OOomwmit ananus kposu, CO3;
d) VYpoBeHs kpeaTuHUHA, KAIbLIU, -2 — MUKpPOTIO0YIIMHA;
ITpu MI'H3 uccnenoBanus npoBoAsTcs - | pa3 B roj, npu BBICOKOM PUCKE 3JI0Ka4€CTBEHHOTO

nepepoxaeHus — 1 pa3 B 3-6 mMecsues.

B. Jleuenue:

1. Ilpu ycranoBnenHom auaroze XBJIII, accouunpoBaHHONH ¢ MOHOKIJIOHAJIBHOM
ramMmMmariaTuel HeorpezeneHHoro 3Hauenus (cekpennit IgA, 1gG, IgM 6e3 anturen k MAG):
CXEMBbI Tepanuu He OTJInYaroTcs oT TakoBbIX npu XBJIII 6e3 mapanporenneMun;

2. llpu ycranoBienHoM auarHose XB/III, acconunpoBaHHOl ¢ cekpenuell napanporenHa IgM

u anti-MAG adTuTe;
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e Tepanueil nepBoil IMHUM ABNseTca Putykcnumab B CTaHIapTHON TepaneBTUYECKOM 103€;
e mpu MakporyoOynuHeMun BanbaeHcTpemMa ¢ CHHIPOMOM TOBBIIMICHHOH BSI3KOCTH
1esnecoodpa3eH BRHICOKOOOBEMHBIN T1a3Madepes 10 Havaia Tepaniuu Purykcumadom.

[Tpu ycTtaHoBIIEHHOM AMarHo3e JuM@ornpoaudepaTuBHOrO 3a00IeBaHUs JIEYCHHE TPOBOIUT
OHKOTe€MaTOJIOT; HEBPOJIOT SBJSETCS KOHCYJIBTAaHTOM, IO HEOOXOJMMOCTH Ha3HAYaeTCs
CUMIITOMATUYECKasg Tepamnusi HeWpomaTuueckoro OOJEBOro0 CHHApPOMA, a TakxKe

peaduITallMOHHBIE MEPOIIPUSITHSL.

Hpuiaoxenue I'3. Inddepenuunanbuas nuarnocruka sapuanros XB/IIIT

Tunuunas XB/II1

AL amuiion103, TpaHCTUPETUHOBAsS ceMelHas amunonHas noiauHeponarus (TTP-CAII)
CANOMAD-cunapom

Cunnpowm I'nitena-bappe

Heiiponarusi, accounupoBannas ¢ BUU-undekuneit n nHOEKIMOHHBIMU TeNaTUTAMH
MHoxecTBeHHast MUeJIOMa, OcTeocKIepoTudeckast Muesnoma, POEMS-cunipom
Ypemuueckas HelponaTHs

Hedurut Buramuna B12 (B Tom ymciie npu ynotpeOIeHHH 3aKUCH a30Ta)

Jucransuasa XB/II

AHTU-MAG IgM HeliponaTus

Jnabernyeckas HeliponaTus

Hacnenctennas weipormatus (HMCH1, HMCHX1, HMCH4, wMeraxpoMaruueckas
aeikoauctpodus, 6onesns Pedeyma, anpenomuenoneiiponarus, TTP-CAIT

POEMS cunzapom, BacKyIMT-acCCOLIMUPOBAHHAsI HEUPOIIATUS

MyasTudoxkansuas i poxkanbnas XBJII

Juabetnueckas pajuKyJI0NaTus/IIeKCONnaTus

KomnpeccrnonHble HeliponaTun

HacnencrBenHast HeliponaTus CO CKIIOHHOCTBIO K ITapajidaM OT CIaBJICHUS
MynbeTudokaabHast MOTOpHas HelponaTus

Hespanruueckas amuorpodus

Onyxonu nepugepuyeckux HepBoB (TMMpoma, nepuHeBpoMa, IIBaHHOMA, Helpodudpoma)
Backynur-accounnpoBanHas HelfiponaTusi (MHOKECTBEHHBI MOHOHEBPUT)

Moropnas XBJII

HacnenctenHas MoTopHas HeliponaTHs

CnuHanbpHas MblleyHas aTpodus

[Topdupuitnas monuHeponaTus

BocnanurensHble Muonarun

b/IH

3a0osieBaHrs C HapylIeHHWEM HEPBHO-MBIIIEUYHON Tmiepenaud (MHACTEHUS, CHUHIPOM
Jlam6epra-Utona)

Cencopunas XB/III

Cunapom 1iepeOeusIpHON aTaKCHH, HeMponaTuu U BecTuOysipHoil apediiekcuu (CANVAS)
XpoHUYecKass IMMYHHasl CEHCOpPHasl pPaJUKyJIONaTUN

Hetipocudumnuc, mapaHeomiacTHYECKUN CHHAPOM, ASPUITAT MEIU Wik BUTamuHa B12
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e HacnencTBeHHbIE CECHCOpHBIE HEMpPONaTUH

e lnuonaruyeckas CEHCOpHas HEMPOIATUS

e (CeHcopHas HEHpOHOMAaTHUs

e Tokcuueckas  Heliponatus  (XUMHOTEpaNMs-UHAYLMPOBAHHAs, HpPU  THAMHUHOBOH
WHTOKCHUKAITUH )
Judpdepenunanbuas nuarnocruxka XB/III ¢ momHeiiponaTusamMu
APYroro resesa
3abosieBaHue IHMTI KomMmenTapmuii

1) In3uMMyHHBbIe HeliponaTuu

Cunnpowm I'nitena-bappe
(OBAII)

ITpu oXBIII u OBJIII ner
JIOCTOBEPHBIX pasnnui
Helpodu3nonornyeckoi
KapTHUHBI.

oXBIII pmmarHoctupyercs B 16%

CIIy4aes, o KJIMHUKO-
aHAMHECTUYECKUM u
HEHpOo(DU3HOIOrHIECKUM
xapakrepuctukam nogoona OBJIIL
oXB/JIIl cunenyer 3amono3puTh B
ciyyae IIPOrpPECCUPOBAHUS
CUMITOMOB B TeueHue Oosee 8
HeZlenb, NpU HalInuuu 3X U Oojee
SNU30J0B YXYIUIEHUH B MEPUOL
8 Hemenb, HECMOTps Ha
IIPOBOAVMYIO
TEPAINIO

Oonee

NIaTOTEHETUYECKYIO
(11, BBUT). B
muddepeHanTbHOM JIMarHose
nonesno  Y3U

MOYET OBITH

nepudepudecKkux HepBOB.

MMH c 6noxkamu
MIPOBEICHUS

[Tpu MMH
PETUCTPUPYIOTCS HE
xapakrepusle 111 XB/III:

® OTHOCHTEIBHO
HOpPMaJIbHBIE TapaMeTpbl
a1M-otBetoB u CPBwMm;

C MMH

g epeHIpoBaTh
MyabTH(OKanbHbIN BapuanT XB/III -

clenyeT

cunpom JIpronca CamHuepa.
[IpuHIMIIHANTBEHOE
cunapome Jlptonca-CamHepa umeeT

3HA4YCHHUC npu

® NHTAKTHOCTH HAJINYNUC Cy6”beKTI/IBHI>IX )41
‘-IYBCTBI/ITGJ'IBHBIX O6’BGKTI/IBHBIX qYBCTBI/ITeJ'IBHI)IX
HEPBHBIX BOJIOKOH. HapyIICHUH
[Tapanporennemuueckue | Her noctoBepubix paszmuunii | AuddepenunanbHblii JUarHo3
JEMUEITUHU3UPYIOLIE Helpodu3noaornyeckon PacCMOTPEH OTAECIBHO
Heiiponatuu (I11H) kaptuasl  npu  [IJIH u | (Ilpunoxenue '2)
XBAIL
[Tpun I11H MOI'yT
PETUCTPUPOBATHCS
0COOEHHOCTH:

® 3HAYUTEIIPHOC YBEIIMYCHHE
JJaTEHTHOCTEW TM-OTBETOB
® pem(o BBISIBJISAKOTCSL
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MotopHbie bIT u
nucnepcust M-oTBETOB

e npu3HaKu 6oJiee rpyooro
MOpaXEHHsI aKCOHOB

[Tapaneomiactuueckue
IIOJIMHEVPOIIaTUN

Perucrpupyrorcs
xapakrepusle i1 XB/II1:

HE
® [IEPBUYHO  AKCOHAJbHBI
TUI MOpa’KEHUS

nepudepuyecKux HEpBOB,
e GoJblIe MOPaXKaOTCSI

YyBCTBUTEIbHBIC HEPBHbIC

BOJIOKHA;
® HET COOTBETCTBUS
ANIEKTPOAMATHOCTHYECKIM
KpPUTEPUAM XBII

(EAN/PNS 2021).

HaCTOPO)KeHHOCTI/I BCJIICACTBHC

(EHOTUITNYECKON CXOKECTH TpedyeT

g epeHIraIbHbIA JIMarHo3
MEXIY:
® CECHCOpPHOU XBAII u

[1apaHEOIUIACTUYECKON CEHCOPHOU
ITHII.

BersBiienue AHTUHEHPOHAJIbHBIX
(aatuHu, Ri, Ma2),

O6IJ_ICCOMaTI/I‘IeCK06 O6CJ'IC,I[OB8.HI/IG,

AHTHUTCII

Hajgu4ve KIMHUYECKUX IPU3HAKOB
IIOPAKEHUsI BEreTaTUBHOM HEPBHOMU
HHC, nmamasie OHMI
IIOMOTAlOT YTOYHHUTH TUArHO3.

CHCTEMBEI,

2) XpoHuyecKkue NOJMHEHPONATHM NPH CHCTEMHBIX 3200J1eBAHUSIX

Capkonnos Peructpupyrorcs He | [Ipu capKomua03e nMeeTcs
xapakrepusie 1 XB/IL: COIIYTCTBYIOIAsl MATOJIOTUS JIETKHX,
® CHUMMCTPHUYHOC niu | KOXu, TJias; BBIABJIACTCSA HE

aCUMMETPUYHOE tunnuHoe g XB/III BoBnedyenue
MOpaXKEHNUE aKCOHOB yepenHbix HepBoB U [JTHC
® HET COOTBETCTBUS
3JIEKTPOAUArHOCTUYECKUM
KPUTEPHUAM XBAII
(EAN/PNS 2021)

Heiiponmnmdomaros e MynbTU(OKATBEHOE BeIsgBIAIOTCA HE XapakTEpHBIE IS
MIOPAKECHUE XBAII  HeWiponaTuyeckuil WM
nepudepruuecKuX HEPBOB | PAJUKYISAPHBIA OOJEBOM CHUHIPOM,

ACUMMETPUYHOCTh  CUMIITOMAaTHUKH,
conyrcTBytomee nopaxenue [HHC,
BoBiieueHne YH, mnumponutapHsIii
IIJICOLIMTO3 B JINKBOPE

3) IlosmHeliponnaTuy NpH HAPYLIEHUH MeTa00JIM3Ma

JunabeTnyeckasi, Peructpupyrorcs He | OTMedaroTcss HE XapakKTepHbIE JIs

nedunuTapHas, xapaktepHsie aia XB/IT: XBIT:

muannsnHas [THII, ® [IEPBUYHO AaKCOHAIBHBINA | ® OTATONIEHHBIN aHaMHeE3 o

ITHIT npu novyedyHon THT ITOPaXEHUS COMAaTHYECKUM O0JIE3HAM

W IEYCHOYHOH | mepu)epuvecKuX HEPBOB, | ® K3MEHEHHS B OHOXMMHUYECKOM

HEJOCTATOYHOCTH U T.[L. | o QoIbIIce BOBJICUCHHUE a”Hajn3e KpOBH, YPOBHX
YyBCTBUTEIBHBIX BUTAMHHOB, TOMOLICTENHA U T.II.
BOJIOKOH; e OQomblee MOpaXKEHHE

® HET COOTBETCTBUSA YYBCTBUTEJIbHBIX HEPBOB
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3JIEKTPOAUATHOCTUYECKUM
KpPUTEPUAM XBII

(EAN/PNS 2021).

® JMCTaNTbHAS MBIIIECYHAs CIA00CTh
e HOpMalIbHOE COJIep)KaHKe Oenka B

JIUKBOPE

Cnenyer OBITh HACTOPOKCHHBIM B
OTHOIICHUH XBJII,
ACCOIIMMPOBAHHOW  C  CaxapHBIM

nuabetoMm. OmnpenenstonumMu  OyayT
pesynbTatel OHMI -ucciaenoBanus, a
TaKXe HECOOTBETCTBHE:
MPOTPECCUPOBAHUE rpyooro
HEBPOJIOTUYECKOr0 AcPUIMTa TpH
KOMITCHCHPOBaHHOM YpOBHE

I'IFOKO3bI KPOBH.

4) Toxkcuuyeckue NMoJUHel

ponaTumn

AJnkoronbHasi,
nekapctBeHHas [THII u

Ap.

® [EPBUYHO  AKCOHAIbHBIN
THUII MOpaKEHUS
nepudepruyecKux HepBOB,

e Qonbliee BOBJICUCHUE
YYBCTBUTEIBHBIX
BOJIOKOH;

*B 10/1aBJISOLLEM
OOJIBIIMHCTBE CIIy4aeB
HET COOTBETCTBUS

NMEKTPOATArHOCTUYECKUM
KpPUTEPUAM XBII
(EAN/PNS 2021), ognako
pu

ApYTrHux
MHIYLIUPOBAHHBIX
BO3MOXHO

COOTBETCTBUE

aMHUOJIapOHOBOM U

JIEKapCTBEHHO-
ITHII
HETIOJIHOE

OTMevaroTcss HEe XapaKTepHBIC IS

XBJIT:

e (ombliee MOpaKCHHE
YYBCTBUTEIHHBIX HEPBOB

e JHCTanbHas MbIIIEYHas Cl1adoCTh

® HOpMaJbHOE COJIEp)KaHHe OejKa B
JUKBOpE

® U3MCHEHHUE apamMeTpoB

OMOXMMHYECKOr0 aHAJIN3a KpOBH

5) HaciencrBeHHble HeliponaTuu

HaciencrBennas
MOTOPHO-CEHCOpHas
Helponatus | Tuma
(HMCH 1 tumna)

Her
HEUPOPU3NOTOTHIECKUX
pazmnuuit npu HMCH 1 u
XBAIL.

[Tpu HMCH 1 moryTt ObITh
ClIeAyIoIHe 0COOEHHOCTH:

JIOCTOBEPHBIX

® 3HAYUTEIIPHOE YBEITMUCHHE
JIaTeHTHocTein nM-
OTBETOB M CHU)KEHUE
CPBwMm

® PEIKO PETUCTPUPYIOTCS
MotopHsbie bII, nucnepcus
MOTOPHBIX OTBETOB

OTMedaroTcs HE XapakTepHbIE ISt

XBAIT:

® 3aMEIJICHHOE
"moOpoKauecTBEHHOE" TeUCHUE

® OTATOLICHHBIN CEMEMHBIN
aHaMHe3

® KOCTHO-CyCTaBHBIE fedhopMaIiuu

® JIMCTaJbHBIM NATTEPH MBIMICYHON
cinaboctu

e HOpMaJbHOE COJIep)KaHHe Oelika B

JUKBODE
® OTCYTCTBHE OTBETa WIH
yXyALIEHUE TpU  TMPOBENCHUU
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[IaTOr€HETUYECKOU Tepanuu
OnpenensirolmiuMu - OyAyT SIBISIFOTCA
pe3ynbTaThl MOJIEKYJISIPHO-
FEHETUYECKOro 00CIe0BaHUS
HacnencrBennas Perucrpupyrorcs He | OTMEYaroTCs HE XapaKTepHbIC s
HelponaTus co | xapakrepnbie 1y XBII: XBIT:
CKJIOHHOCTBIO K | @ OJIOKH TIPOBEACHHS B | ® OTSTOIICHHBIN CeMeNHbBIN
napajgmyam oT THUIINYHBIX s aHaMHe3
cnasnenus (HHCIIC) HEBPAJIbHOH KOMIIPECCHH | ® 4acTO JeOIT HEBPOIOTHYECKUX
MecTax (Ha YPOBHE HapyILIEHUNW TMOCJe JITUTEIHLHOTO
TYHHeJIeH ) peObIBaHMS B CTATUYECKHX 033X
R0 npu HE3HAYUTEIbHBIX
TpaBMax
® ACHMMETpHS CUMIITOMOB
® COXpPaHHOCTH CYXOKHJIBHBIX
pednexcon
TpancTupeTnHOBas e IIEPBUYHO aKCOHaIbHbIM | OTMEUAIOTCA HE XapaKTepHbIC Ul
ceMeiiHass aMIJIOWIHAas XapaxkTep nopaxenus | XBJIII neliponatnyeckuii GoneBoi
MOJIMHEHpOnaTUst nepudeprUIECKUX HEPBOB, | CUHIPOM, CHMITOMBI aBTOHOMHOM
® HET COOTBEeTCTBHUSI | AMCQYHKIIMM, TOpaKEHHE CepAla,
snexrpoauarsoctudeckum | JKKT, modUek, rias, pe3koe CHHKXCHHE
KPUTEPHUSIM XBJIIT | Maccel T€1a
(EAN/PNS 2021)

Ipumeuanue: oXBJIl — XxpoHudeckass BOCHAJIUTENbHAs ASMHEIMHU3UPYIOLIAs MOJIUPATUKYJIOHEHpONaTHH C
octpeiM HayasioM; OBJII - ocTpas BocnaiuTenbHas JeMUENHHU3MpYIOIIas mnonuHedponarus; MMH -
MynbTH(OKaNbHAs MoTOopHas HeliponaTtus; bl - 610k npoBenenus; M-oTBeT - MoTOpHSBIH 0TBeT; CPBM - ckopocTh
pacnpocTpaHeHHs BO30YKICHHS IO MOTOPHBIM BOJIOKHAM.
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