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BBUT" BHYTPHBEHHBIN #MMMYHOTJIO0YJIWH YeJIOBEKa HOPMAJIbHBINA ™ *

BBUT BHYTPHBEHHAsI BBICOKOI0O3HASI UMMYHOTEpAIUs

T'K TITIOKOKOPTUKOMJIbI

MI'H3 MOHOKJIOHQJIbHAsI TaMManaTHsi HEONIPEAEICHHOTO 3HAUCHM S

1D BBICOKOOOBEMHBIN TEpPANIeBTUUYECKUM I1a3Madepes

XBAII XPOHUYECKAs] BOCTAIUTENIbHAS TEMUESITMHUZUPYIOIIAs MOIUPaAUKyJIOHEHpOIaTUs

HCXK epeOpoCIIMHAIIbHAS KUIKOCTh

OHMI AIEKTPOHEHpOMUOTpadusi CTUMYJISIIMOHHAS OJHOTO B 00JIee HEPBOB

TepMUHbI N onpeaeneHus

XpoHHUecKass BOCHANMUTENbHAS JAEMUCIMHHU3UpYIOIas mnoiaupagukynoHeiiponatus (XBAID) —
rpynna XpOHHYECKHX JU3UMMYHHBIX HEWpONaTHil, TE€TEpOreHHbIX M0 KIMHUYECKOM KapTHHE,
XapaKTepPU3YIOMINXCS MPOTPECCUPYIONIUM B TeueHue Ooliee 8§ Heleab MeHepaTM30BAHHBIM MOPAXKEHUEM
MIPOKCUMAJIBHBIX U TUCTAJIbHBIX OT/IEJIOB TOJICTHIX YyBCTBUTEIBHBIX U JBUTATEIIbHBIX HEPBHBIX BOJIOKOH.

[lepBuunas narorenernueckas tepanus XB/II1 — nedyenue, nogyyaeMoe nNaureHTOM BIIEPBbIE TIOCIIE
YCTaHOBJICHUS JMarHo3a. B paMkax nepBuyHoi narorenerndyeckou repanuu XB/III nmpoBoauTcs euenue
npenapatamu 1 Meronamu nepsoid iuHun: 'K, BBUT win I1D.

[Monnepxusaromas mnaroreHeruyeckas tepanusg XBJIII — nedenue, nomydaeMoe MAaLMEHTOM C
LEeNbI0 TMOJJIEPKaHUsI CTaOMJIBHOTO COCTOSIHUS, PEMHUCCHH, NpOGUIAKTHKU penuanBa. B pamkax
MOJIEP>KUBAIOIIEH Tepaluy Ha3HAYAIOTCS MPpenapaThl U METOIbI IEPBOM /UM BTOPOH JIMHUU.

I'moxokoptukonnsl (I'K) — cuHTeTHyeckue mnpenapaTsl (AHAJIOTH DHIOTEHHBIX TOPMOHOB,
MPOIYIUPYEMBbIX ~ KOpPOW  HAJAMOYEYHHKOB), KOTOpbIE  OKa3bIBAIOT  MPOTUBOBOCHIAIUTEIHHOE,
JIECEHCUOMITM3UPYIOIIee, UMMYHOIETIPECCUBHOE, MMPOTUBOIIOKOBOE M aHTUTOKcHYeckoe aeicTus. ['K —
9TO MEIAUKAMEHTO3HBIM MeToJ] mnaroreHerndyeckor tepanuum XB/III nepsoi ynmHuM. Bpicokomo3Has
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tepanugd 'K mojpasymeBaeT nepopalibHbIM NIpueM IpenapaToB B J03€ 1 MI Ha KI Beca HalMeHTa
€XKEJIHEBHO WU Yepe3 JIEHb B TeUeHUE |-2 MeCsIEB ¢ NOCIEAYIOIIUM OCTENEHHBIM CHI)KEHHUEM JI03bI JI0
MHUHUMAJIBHOW MOIEPKUBAIOLLEH WIIH JI0 TIOJIHOW OTMEHBI Ipenapara.

BricokooObeMHbIN TepaneBTHUeckuil 1iasmadepes ([IP) — 310 3KCTpaKOPHOPATLHBIA METOJ
natoreHeTnaeckor Tepanuu XBJIIT nepBoii ymHUK. BhicokooOBeMHBIN TuIazmMadepe3 moapazyMeBacT
yIaJeHue IIa3Mbl CyMMapHO 3a Kypc He MeHee 140 MII/Kr Beca NarMeHra.

BuyrpuBenHas  Bbicokono3Hass ummyHoTepanus (BBUT) — wMeaukamMeHTO3HbII — MeTOx
narorenerndyeckod tepanuun  XB/III mnepBoii JWHMM, TpU KOTOPOM HA3HAYAKOTCA IMpenaparsbl
BHYTPUBEHHOTO HIMMYHOTJIOOY/TMHA YenoBeka HopManbHoro (BBUI) ¢ comepkanneM HUMMYHOTIIOOyTHHA
knacca G He MeHee 95%. BBUT noapasymeBaeT BBeleHUE IpernapaTa B CyMMapHOl KypcoBoil no3e 2
rpaMma Ha Kujorpamm Beca mnanuveHTta. [lopnepxkuaromas ummyHotepanus BBUIT mpoBoautes ¢
BBEJCHUEM [103, MOJOOPAHHBIX WHIWBHUIyAIbHO I Kaxkjaoro mamueHTta (ot 0,4 g0 2 rpaMmoB Ha
KUJIOTpaMM Beca MalieHTa), C BApUaTUBHBIM PEKUMOM BBEJICHUS.

MomnoxkoHanbHass rammanatus HeompeneiaeHHoro 3HaudeHus (MI'H3) — cocrositnue, uacto
accoruupoBanHoe ¢ XB/III, xapakrepusyronieecss ceKpennen rnaparnpoTersa Npyu OTCYTCTBUHM KIMHHUKO-
1ab0paTOPHON KapTUHBI TeMO0IacTo3a.

1. KpaTtkaa nHdopmaums no 3aboneBaHUo UM COCTOAHUIO (rpynnbl 3aboneBaHnn
UIIN COCTOSIHUN)

1.1. OnpepeneHve 3aboneBaHMA WU COCTOAHMA (rpynnbl 3aboneBaHun wunu
COCTOSIHUN)

XpoHWYecKas BOCHAIMTEIbHAS JEMHEIUHU3UpYIONias mojaupaaukyaoneidpomarus (XB/AIT) —
IpyNIa TeTepOreHHbIX 10 KIMHUYECKOW KapTHHE MPUOOPETeHHBIX, IU3UMMYHHBIX HEWpOMaTuid,
XapaKTEePU3YIOIINXCS MPOTPECCUPYIOIIUM OoJjiee 8 Helenb Wik PeLUIUBUPYIOIINM TEYEHHEM, UMEIOIINe
ANEKTPOU3UONIOTHYECKHE U TMaTOMOP(OJOTHYECKHE MPU3HAKK JAEMHETUHHU3aN nepudepruueckux
HEPBOB, M OTBEYAIOIINE HA IMMYHOCYITPECCUBHYIO MJIM IMMYHOMOIYTUPYIOIIYIO Tepanuto [1].

1.2. 9TMonorMa v nartoreHes 3aboneBaHUA UMK COCTOSIHMA (rpynnbl 3aboneBaHun
WUIIN COCTOSIHUN)

Ha ceropnsimiHuii 1eHb 4eTKHE MEXaHWU3MBbI, IPUYHHBI PA3BUTHS, a TaKXkKe TPUITEpHbIE (PAKTOPHI
3a00J1€BaHUsl 10 KOHIIA HE M3YYCHBI, OJIHaKO NU3UMMYHHBIA reHe3 XBJIII He BbI3bIBaeT coMHeHUs. P
SKCIEPUMEHTAJbHBIX PAa0OT HAa MOJENSAX JKUBOTHBIX, a TaKKEe OTBET HAa HMMYHOCYIPECCHUBHYIO U
MMMYHOMOAYJIMPYIOIIYIO TEpaluio yKa3bIBAlOT HAa HEOCHOPHUMOE Y4acTHUe B HaToreHe3e OOJIE3HU Kak
KJIETOYHO-OMOCPEZIOBAHHOTO, TaK U TyMopaldbHOro wuMMmyHurera [2, 3]. VYyacTue KIETOYHOTO
MMMYHHUTETA TOJATBEPXKIACTCS HATUYUEM BOCHAIUTENbHBIX MH(OUIBTPATOB B OHOINTAaTaX MKPOHOXKHOTO
HepBa, mpenctaBieHHbix CD8+ T-xnerkamu, CD4+ T-kierkamu, Makpodaramu; H3MEHEHHEM
aKTUBHOCTH T-KJIETOYHOTO 3BEHa HMMMYHHUTETa, IOBBIIMIEHUEM OKCIPECCUU IMTOKUHOB U JPYTUX
npoBocnanuTeabHbpIXx MeauatopoB B kpoBu M LICXK Gompubix XBJIIT [4-6]. Yuactue B maroreHese
T'YMOPAJIBHOTO HMMMYHHMTETa TMOJATBEP)KIAETCs OOHapyKeHHeM B OuoNTaTtax HMKPOHOXKHOTO HepBa
JITIO3UTOB KOMILJIEMEHTa U MMMYHOTJIO0Y/IMHA Ha OBEPXHOCTH LIBAHHOBCKUX KJIETOK U B KOMIAKTHOM
CJI0€ MHUENMHA, HAJTUYMEM aHTHUTEN B CHIBOPOTKE OOJIBHBIX, CO3/IaHMEM SKCHEPUMEHTAJIBHBIX MOJeNell ¢
aKTUBHOI MMMYHH3aIMEeH pa3HbIX CTPYKTYP HEpBa, a dhdekriuBHocThi0 [1D [7-9].

B Teuenme mnocnenHux S5 et OblIM OOHApy)KeHbBl aHTHTeNa, accoruupoBaHHele ¢ XBJII,
OTHOCSIIIMECS K HOJAIBHBIM M NapaHOJallbHBIM OenkaMm — Helipodacuun — 140, 155 n 186 (NF-140, NF-
155, NF-186), xonraktun-1 (CNTNI1), koHTakTHH-acconuupoBanHbiii O6emok 1 (Casprl), HoganbHBIE
nzopopmsl Helipodaciuna. IlepeuncieHHple aHTHUTENAa 4YacTO CBS3aHBI C  TSKEIBIM TEYEHUEM
3a00JIeBaHMs, paHHUM BTOPHUYHBIM aKCOHAJIBHBIM HOBpeXIeHHEM M IutoxuMm oTBeroM Ha 'K u BBUI
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[10-12]. KoauuectBo OosibHbIx XBJIII, uMmeromumx aHTUTeNa K MapaHOAadbHBIM O€JIKaM, COCTaBJISCT
nopsiika 10% [10-14].

1.3. dnuagemuonorus 3aboneBaHUsi UM COCTOAAHMA (rpynnbl 3aboneBaHun unu
COCTOSIHUN)

Pacripocrpanennocts XB/IIT B mupe cocrarmsier ot 1 g0 9 Ha 100.000 wenosek [9, 15, 16]. XBAIIL
BxouT B [lepeuens penkux (ophanHbix) 6ose3Her Munucrepcrsa 3apaBooxpanenus PO (ot 25.02.2020
r.). Cpennuii Bo3pact nedrora 6oJsie3HU oko0yio S50 JieT, HO 3a00JeBaHME MOXET AUArHOCTUPOBATHCS B
ao6om Bospacte [17]. CootHomieHre MyxuuH U skeHiuH — 2:1 [9, 15, 16]. Tlo manabpiM CymnoHeBo#
H.A., pactipoctpanentnocts XB/IIT B P® naxoautcs B npeaenax 1-3 va 100.000 genosek [18]. CormacHo
pe3ynbraTam uccienosanuii Kantumuposoit E.A. (na npumepe 3ATO JKeneznoropck KpacHosipckoro
Kpas), pactpoctpaneHHocTh XB/III, Bkitouasi ceHCOpHBIN BapuaHT 0oJie3HH, coctaBuia 25,5 Ha 100 Thic.
B3pociioro HaceneHus [17]. KpymHbIX SMUIEMHOJIOTHYECKUX HCCICIOBAHUN 10 pPaclpoCTPaHEHHOCTH
XB/II B P® He npoBOIUIIOCE.

1.4 OcobeHHOCTM KoAupoBaHMUA 3aboneBaHMA WM COCTOSIHUA  (rpynnbl
3aboneBaHu unu coctosiHM) no MexayHapooHOM CTaTUCTUYECKOM Knaccudmkauum
6ones3Hen n npobnem, CBA3aHHbLIX CO 340POBLEM

G61.8 — JIpyrue BocnaauTeIbHBIC TTOJUHEBPOIIATHH
G61.9 — BocmanurenbHast HOJMHEBPOIIATHS HEYTOUYHEHHAS
G62.8 — JIpyrue yroyHeHHBIE IOJTUHEBPOTIATHH

G62.9 — IlonuueBponaTHs HEYTOYHEHHAS

1.5. Knaccucdmkauma 3aboneBaHUss UMM COCTOSAAHUA (rpynnbl 3aboneBaHUn wunu
COCTOSIHUN)

Breinenenne xnumHWYeckux BapuaHToB XBJIII (TMmu4yHOrOo W Apyrux) BaXHO IO TPUYHHE
3HAYUTEILHON BapUATHUBHOCTU KIMHUKO-3JIEKTPO(PHU3UOIOTHYECKOW KapTUHBI, HMMYHOIATOTEHE3a,
OTBETa Ha Pa3HbIC BU/BI IaToreHeTnyYeckoil Tepanuu (Tabmura 1) [1, 8, 9, 15, 19, 20].

Tabnuua 1. Tunuunas u Bapuantel XBJIIT [1, 8, 9, 15, 19, 20].
XBJII Hons cpenu Bcex

BapuanToB XBJIII

1. Tunumunas XB/I1 50-70%

2. Mynbstudoxansnas XBAIl (wnu mynerudokansHas npuoOperenHas | 6-35%

JeMHUEIIMHU3UPYIOIIAsi CEHCOPHAas M MOTOpPHAsi HEWPOIATHUsl; U CUHAPOM

JIpronca-Camuepa)

3. Cencopnas XB/II 5-35%
4. Hucranenas ~ XBJII  wimm  gucranbHas — npuoOpetenHas | 2-17%
JEMHUEIMHU3UPYIOIIAs CUMMETpUYHAasi HeHponaTus

5. Moropnas XB/II1 5-10%
6. ®oxkanpHas XBJII1 1%

1.6. KnuHnyeckas KapTMHa 3aboneBaHUA UM COCTOAHUSA (rpynnbl 3aboneBaHun unu
COCTOSIHWUW)

Hauboniee pacnpoctpaneHHoit ssnserca tunuuHas XBJII, knuHMuYeckas KapTHMHAa KOTOPOii
xapakTepusyercs Haauuuem [1, 8, 9, 19, 20]:
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- CHMMETPUYHOTO BSUIOTO TeTpamape3a C paBHOMEPHBIM BOBJICUCHHEM JUCTAJBHBIX U
MPOKCUMAIIBHBIX OT/IEJIOB KOHEYHOCTEH;

- HapyIIEHUI MOBEPXHOCTHOHN M TTyOOKON 4yBCTBUTEIHHOCTH IO MOJIMHEBPUTHYECKOMY TUITY (TI0
TUIY "TIepYaToK U rojbh/HOCKOB");

- CCHCUTHUBHOW aTaKCHH, TPEMOPA PYK;

- CHI)KEHUEM WJIH BBITAJICHUEM CYXOXKUIIBHBIX PE(ICKCOB.

Kpaitne penko HabmrofaeTcs BOBJICUYEHUE JIBIXaTEJIbHOM MYCKYJATyphl U MOPaKEHUE UYEPENHbIX
HEepBOB (yaile JuieBoro Hepa). Ha nmo3aHux cragusx 00Jie3HU BO3MOXHO pa3BUTHE TUIIOTPO(MUU MBILIL.
JlBurarenpHble HapyIIEHUs 00BIYHO 00Jiee BBIPAKEHBI, UeM UYBCTBUTENIbHBIC. BereraruBHble HapylIeHUs
U HelpomnaTHieckuil 00seBol CMHAPOM He xapakTepHsl Juid TunuyHod XB/III. IlpusHakoB HapyuieHus
¢yukun [THC u Ta3oBbIx opraHoB He HaOmtonaercs. CTeneHb HEBPOJOTMYECKOro AedULNTa MOXKET
BApbUPOBATh OT JIETKOM 0€3 CYIIECTBEHHOI'O OrpAaHUWYEHUs MEPEIBUKEHUS U CaMOOOCITYXUBaHUS 10
TSKEIION C TOJIHOM 3aBUCHMOCTBIO OT MIOCTOpPOHHEH momontu [1, 8, 9, 19, 20].

BropsiM o pacnipoctpanenHoct BapuantoM XBJIII sBasieTcst MynbTudokaabHas npuoOpeTeHHas
JEMUEITMHU3HUPYIOIIas CEHCOpHAasi U1 MOTOpHas Herponatus (ot anri. multifocal acquired demyelinating
sensory and motor neuropathy, MADSAM) unu cunapom JIstouca-Camuepa. Knunndeckas kapTuHa, B
ommuue oT tunudHoM XB/III, xapakTtepusyercss acCHMMETpHUEW HapyIIeHUH M MOPAKEHHEM IO TUIY
MHOXECTBEHHOM  MOHOHeWponatuu. (CBOWCTBEHHO NPEMMYLIECTBEHHOE BOBJIEUEHHE  BEPXHUX
KOHEYHOCTeH. Y 4yacTu OOJNBHBIX MO Mepe pa3BUTHA O0JIE3HM CHMITOMAaTHKa MOXKET IMepedTH B
tunuyHyo cumMerpuanyro XB/IT [1, 8, 9, 19-21].

Ha nomo cencoproro Bapuanta XBJIII, xoTopblii yacTo ne0IOTHpPYET C MOPAaXKEHUS HUMKHHUX
KOHEYHOCTEH, mpuxoautcs 10 5-35% oT Bcex BapuaHTOB 00JIe3HU. XapaKTEpHbI CEHCUTUBHAS aTaKCUs U
MTOJIMHEBPUTHYECCKUN THUIT YYBCTBUTEIBHBIX HapylieHUH. MplmieuHnas ciabocth OTCyTcTBYeT. [lpm
HINYUHA HEHUpOPU3HOIOTHYECKUX MPU3HAKOB MOPAKEHHS MOTOPHBIX HEPBHBIX BOJOKOH IO JaHHBIM
ANEKTPOHEHpOMUOTpadur CTUMYISIIMOHHOM o1HOTO U 6oJiee HepBOB (DHMI') ycranaBimMBaeTcs quarHos
"mpenmyiecTBEHHO ceHcopHblii Bapuant XBJIII". Jlonrocpounsie wHcCcCieAOBaHUs MOKA3aJIM, YTO
ceHcopublii BapuanT XBJIII wacto siBisercs mpexomsied KIMHWUYECKOW cTagued OOJIe3HH, KOTopas
IPEAIIECTBYET MOSIBICHUIO MbIIIEYHON ciaboctu mpumepHo y 70% manuentos [1, 8, 9, 19, 20, 22].

JlucranbHas MpUOOpETEeHHas AEMUENMHU3UPYIOIlas cCUMMeTpu4Has Heiponarus (oT aHri. distal
acquired demyelinating symmetric neuropathy, DADS) — Bapuant XBJIII ¢ mpenmyIiecTBEHHBIM HIIH
M30JIMPOBAHHBIM BOBJICYEHUEM JUCTAJbHBIX OTIEJIOB KOHEYHOCTEH (KUCTEH M CTON), € THUIIUYHOMN
KapTHHON CHMMETPHYHOIO MMOJUHEBPUTHUECKOTO CEHCO-MOTOpHOTO nopaxkenus [1, 8, 9, 19, 20, 23, 24].
JIMarHoCTHKa JaHHOTO BapUAaHTa OCJIOKHAETCS CX0KECThIO KIIMHUYECKUX IIPOSBICHUI C HACIEICTBEHHOU
MOTOPHO-CEHCOPHOU HelponaTuen, c [aparpoTEeUHEMUYECKUMU JEMHUEIMHU3APYIOIUMU
HelponatusmMy, a Takke ¢ nojimHeponaTusimu Apyroro resesa (Ilpunoxenue A3).

MotopHblii BapuaHnT Oonie3uu obHapyxuBaetcs y 4-10% mnamuento ¢ XBJ/III. Xapakrepusyercs
MUHUMAaJIbHON BBIPAXKEHHOCTBIO (MpeuMylecTBeHHO MoTopHas XBJ/III) uan oTcyrcTBHEM CEHCOPHOIO
neduuuTa, CUMMETPUYHBIM BSJIBIM TETPANApPE30M C BOBJICYCHHEM IPOKCHUMAIBHBIX U JAUCTAJIBHBIX
OTJIEJIOB, a TAK)K€ HEIOCTaTOYHBIM OTBETOM Ha maroreHetuyeckyro tepanuto 1 nmuauu: 'K u 11D [1, 20,
25].

IIpu ¢doxansHomM Bapmante XBJIII B maTojJOrMuecKuil Npolecc BOBIEKAIOTCS IJICUYEBOE HIIH
MOSICHUYHO-KPECTIIOBOE CIUIETeHHE, nepudeprudeckue HepBbl 1-3 CerMEeHTOB C OJHOW CTOPOHBI, elle
pexe CUMIITOMAaTUKa IpeIcTaBlieHa B BUe MoOHOHeponatui. dokanbHbii Bapuant XB/III HekoTopbIMU
aBTOpaMu paccMaTpuBaeTcs kak ¢opma cunapoma Jlptonca-Camuepa. C TeueHHEM BpEMEHH BO3MOKHA
reHepau3alys MaToJOrMYecKoro Iporecca U TpaHchopmalus KIMHUYECKON KapTHUHBI B THIIWYHBIN
CHMMETPHYHBII WK MyabTH(OKATBHBIN acuMMeTpruHblil Bapuantel XB/IIT [1, 8, 9, 19, 20].

IIpn tunuunont XBJIII u ee BapuaHTax HEBPOJIOIMYECKHME HAPYIICHHWS B IOAABIISAIOLIEM
OO0JIBIIMHCTBE CIy4aeB HEYKJIOHHO MPOTPECCUPYIOT WM HAOMIOAAETCsl BOJTHOOOPA3HO-pEIMIMBUPYIOILEe
XpOHUYECKOE TEYCHHE C HapacTaHueM cuMnToMoB Oonee 8 Henens. Jlo 16% cmywaes XBJIII moxer
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pa3BUBaThCS OCTPO W B JeO0Te 1O KIMHUKO-aHAMHECTUYECKHM, HEWPO(U3NOIOTHIECKUM
XApaKTEPUCTUKAM HE OTJIIMYAETCS OT OCTPOM BOCHAIUTEIBHOM NEMUEIMHUZUPYIOLICH ITOIMHENPOIIaTUU
(OBIII). HangexxHbIX  WHCTPYMEHTAJIbHBIX M JTAOOPATOPHBIX ~ METOJOB sl  IPOBEICHHS
maddepennnansaoro nuarnoza mexay XBJII ¢ octpeim Hawamom u OBJ/IIT Ha MoMmeHT ne0roTa HET.
Juarno3 XB/III npu octpoM pa3BUTHH CHUMITOMAaTUKH YCTaHABIMBAETCS B CIy4ae NPOTIPECCHPOBAHUS
HapylleHU B TedyeHue Oosiee 8 HENeNb WIM MPU HAIMYUU 3-X 3MU30/J0B yXYIIIEHUH, HECMOTpPS Ha
IPOBOIMMYIO ITATOreHETHYECKYto Tepanuio [1, 8, 9, 18, 19, 20].

B Hacrosmmii MOMEHT paccMaTpUBaIOT OTIENbHO (He B paMkax BapuantoB XB/III) xpoHuueckyro
MMMYHHYIO CEHCOpPHYIO nosmpaaukyinonatuio 1 XB/III, accouuupoBaHHyIO ¢ aHTUTEIaMU K HOAAJIBHBIM
U TapaHOJANbHBIM aHTUreHaM. CHMIOTOMOKOMIUJIEKC HPU XPOHHYECKOW HMMYHHOM CEHCOpPHOMU
MOJINPAIUKYJIONATUU  MIPEJICTAaBICH BBIPAXEHHOW CEHCUTUBHOM aTakcued U  4YyBCTBUTEIbHBIMHU
MOJIMHEBPUTHUECKUMH HapyLIEHUSIMU; a JIMarHOCTUKAa MOYKET BbI3BaTh 3HAYMTENbHBIE 3aTPYIHEHUS,
nockosibky npu OHMI-uccnenoBaHuM MaToJIOTUYECKUE W3MEHEHHS] HE BBISBISIOTCS BCIEACTBHE
MOPAXEHUSI CEHCOPHBIX KOPEUIKOB HA MPETAaHIJIMOHAPHOM YPOBHE M HWHTAKTHOCTH JBUTATEIbHBIX
BojiokoH. [{nst XBJ/III, accoumupoBannoil ¢ IgG4 antutenamu k Heilpodacuuny-155 u KOHTakTHUHY-1,
XapakTepHbl 0oJiee paHHHUI BO3pacT 1e0roTa 3a00eBaHMsl, CECHCUTHBHAS aTaKCHsl, BEIPaKEHHBIA TPEMOP
KOHEYHOCTEH, a TaKKe BOBJICUEHHE ILIEHTPAJIbHON HEPBHOM CHUCTEMBI y psifia OOJBHBIX; BO3MOXKHO
arpeccuBHOE TeueHue 3a00JIeBaHNS U PaHHEE BTOPUUHOE BOBJIEUEHUE aKCOHOB NEpU(EepuIecKrX HEPBOB
[1, 10-14, 19, 20, 26].

XBJII moxer pa3BuUBaThCS U MPU TAKUX COCTOSHUAX U 3a00JIEBaHMSX, KaK caxapHbI Tualer,
MOHOKJIOHaJIbHAs rammarnarus [gG wnm IgA HeonpeneneHHOro 3Ha4eHus, MOHOKJIOHAJIbHASI TaMManaTus
IgM 6e3 antuten k MAG, BUY-undexmus, 3mokadecTBeHHbIE HOBOOOpa3zoBaHus. OTHAKO B HACTOSIIIHI
MOMEHT HE IMOJYYCHO YOeIUTEIbHBIX J0Ka3aTeabcTB B3auMocBsizn XBJIIT ¢ stumu 3aboneBanusvu. B
HekoTophixX ciydasx XBJIII Moket ObITh BhI3BaHA MPHUEMOM JIEKAPCTB MM OMOJIOTUYECKUX TPETapaToB
[1, 10-14, 19, 20].

Huddepenumansubiii tuarso3 npu tunuaHoit XB/IIT u ee BapuanTax npeacrasieH B [Ipunoxenun
A3,

2. [OwarHoctuka 3aboneBaHUMsA WM COCTOSAHUA (rpynnbl  3aboneBaHun UK
COCTOSIHUW) MeAULMHCKME MOKa3aHUA U NPOTMBOMOKAa3aHMA K NMPUMEHEeHUI MeTo[OoB
ANarHoCTUKM

2.1. XXanoo6bl U aHaMHe3

- Pexomenmyercst mogo3peBarb XB/II1 y man@eHTOB ¢ MPOrpeCCUPOBAHUEM BSUIOTO TeTparapes3a
YYBCTBUTEIBHBIX HAPYIICHUH 1O MOJMHEBPUTHYECKOMY THIy B TEUYeHHE OoJyiee 8 Helelb C IENbIo
CBOEBPEMEHHOM qUarHOCTHKH 3aboneBanus [1, 9, 19, 27-30].

VYpoBeHb yoeauTeabHOCTH pekoMmenaaruii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

KomMmeHTapuii: manMeHThl TPeAbsBISIOT JKajlo0bl Ha CI1a00CTh MBIIII PYK M MPEUMYIIECTBEHHO
HOT, U3MEHEHHE IOXOJKH, TPYJAHOCTH TpU Oere W MoabeMe IO JIECTHHIE, HA OHEMEHHWE, CHIKCHUE
YyBCTBUTEJILHOCTU KUCTEH U cTOT. B psine cnyyaeB OeCIOKOUT HEYCTOHYMBOCTD MpH X01b0€. XKanoOsl Ha
HEHpOMaTH4eCKylo O00Jb, HApYIIEHHE 3pEHUs, TIIOTaHHS, IbIXaHHs, (DYHKIMH Ta30BBIX OPraHOB HE
xapaktepHbsl. [Ipu ompoce ciemyer oOpaiaTh BHUMaHHE Ha CPOK MPOTPECCUPOBAHUS CUMIITOMATHKH,
HaJIM4Yue COMYTCTBYIOIIUX COMATUUYECKUX 3a00eBaHmil, MpeMOpOuAHbIN (HOH, HACTIEACTBEHHBIN aHAMHE3
110 HEPBHO-MBIIICUYHBIM 3200JI€BAHUSIM.

2.2. ®usnkanbHoe obcnegoBaHue

- PexomMeHIyeTcs COMOCTaBIATh PE3YIbTATHI OMPoca U (PU3UKATHHOTO 00CIEIOBAHUS C KPUTEPHUSIMH
muarnoctukn XBJIIT EAN/PNS ot 2021 roma y mamueHToB ¢ mojao3penuem Ha XBJIIT ¢ menbro
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MOBBIIICHUS JJocToBepHOCTH nuarnoctuku (ITpunoxkenue A3) [1, 9, 19, 27-30].
YposeHs yoeautenbHOCTH pekoMeHaiuii C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTEIbCTB — 5)

2.3. ﬂaﬁopaToprle AnarHoctn4yeckKkume nccrnegoBaHus

- Pexomennyercs mpoBeneHue 1a0OpaTOPHBIX HCCIEAOBAaHUI: 0O0IIero (KIMHMYECKOTO) aHaln3a
KpOBH, aHaJIM3a KPOBU OMOXMMUYECKOTO OOILETEPalIeBTUYECKOTO (MCCIIeJOBaHUE YPOBHS 001ero Oenka
B KPOBH, HCCIIJIOBaHHE YPOBHS ajlbOyMHHA B KPOBH, HMCCIEJOBAHWE YPOBHS KpEaTHHHHA B KPOBH,
HCCIIEIOBAaHUE YPOBHS acnapar-TpaHCaMUHA3bl B KPOBU, UCCIIEI0OBAHUE YPOBHS ajJaHUH-TPAHCAMHUHA3bI B
KpOBH, UCClieIoBaHne ypoBHA C-peakTHBHOTO OelKa B KPOBH, UCCIIETOBAHUE YPOBHS MOUEBUHBI B KPOBH,
HccleoBaHUE YpPOBHS 00miero OWIMpyOMHA B KpPOBH, HCCIIEIOBAHHME YPOBHS TJIIOKO3bBI B KpPOBH,
UCCIIEIOBAaHUE YPOBHSI XOJIECTEPHHA B KPOBM, HCCIIEJOBAaHUE YPOBHSI HATpUs B KPOBHU, UCCIIEJJOBAHUE
YpOBHS Kaiusg B KpOBH), ONpenesieHus aHtutTen K OneaHoi TpenoHeme (Treponema pallidum) u
uccienoBaHus ypoBHs antuteln kiaaccoB M, G (IgM, 1gG) k Bupycy ummyHoaedunura yenosexka BUY-
1/2 u anturena p24 (Human immunodeficiency virus HIV 1/2 + Agp24) B kpoBH, oTipe/ieNieHNs aHTUTEHA
(HbsAg) Bupyca renatuta B (Hepatitis B virus) u antuten k Bupycy renatura C (Hepatitis C virus) B
KPOBH, HCCIIEIOBAHUSI YPOBHSI TIMKUPOBAHHOTO T€MOTJIOOWHA W ONpEICTICHUS YPOBHS BUTaMHUHOB B12
(rmmankoOoslaMuHa), (HOJIMEBONW KHUCIOTHI, TOMOITUCTEHHA B CBIBOPOTKE KPOBH, OOIIEro (KIMHUYECKOTO)
aHanM3a Moud marueHTam ¢ mnojo3penueM Ha XBJII ¢ muddepennmanbHO-1MarHOCTHYECKON TETbI0
(ITpunoxenue A3) [1, 9, 19, 27-31].

Yposens yoeautenbHoCTH pekoMeraaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — D)

- Pexomennyercs  mpoBeneHHE ~— MCCIEAOBAaHUS ~ MOHOKJIOHQJIBHOCTH — JIETKMX  Liemei
MMMYHOIJIOOYJINHOB B KPOBM M B MOY€ METOJIOM HMMMYHO(UKCAallM{ TaleHTaM C IMOJO03PEHHEM Ha
XBJII ¢ nuddepenimansao-auarnoctudeckoit nensto ([punoxenne A3) [1, 9, 19, 27-30].

Yposens yoeaurenbHoCTH pekoMeraiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — D)

KommenTapuii: nuddepennmanbaplii  auardo3 mnpeactaBieH B [lpunoxenun A3, Ilpum
HEOOXOJMMOCTH CHHUCOK JIOTIOJIHUTEIBHBIX JIA0OPATOPHBIX METOJOB OOCIEOBaHUS MOXET OBITh
paciiuper U JOMOJHEH TaKUMHU HCCIEIOBAaHUSIMHU, KaK ONpeesieHue B KPOBH aHTHUTEN K BO30YIUTENIAM
WKCOJIOBBIX  KIICHIEBBIX Ooppenuo3oB rpymmbl  Borrelia burgdorferi sensu lato, conmepskanus
peBMaTouiHOrO (pakTopa, ypoBHs C-peakTUBHOIO Oelka, COJep)KaHUsl aHTUHYKJICAPHBIX aHTUTEN K Sm-
aHTUTEHY, COJEpXaHUS aHTUTENl K AKCTParupyeMbIM SICpHBIM aHTUreHaMm B KpoBu, aHtuten k JIHK
HATUBHOM, cofiepKaHUsl aHTUTEN K LUKINYeCKOMYy IUTpyluHoBoMmy rnentuay (antu-CCP), comepxanus
aHTUTENl K IUTOIIa3Me HEHUTpo(UIOB B KPOBH;, aHAIW3 KPOBH Ha AaHTHHEHpOHAJbHBbIE aHTHUTENa;
aHTUTeNa K TaHrJIMo3uJIaM Mepu(eprudecKuX HEPBOB, KPUOTIOOYIUHBI, MOJIEKYISIPHO-TEHETUYECKOE
oOcrenoBaHue U qpyrue.

- PexoMeHyeTcst MpoBeieHHEe CHMHHOMO3IOBOM IMYHKIUH C IPOBEIEHUEM O0LIEro (KIMHUYECKOTO)
aHaJM3a CIMHHOMO3TOBOM JKMAKOCTH ManueHTam ¢ Bo3MokHOM XBJII (mpu OTCYTCTBUM IOJHOTO
COOTBETCTBUS KJIMHUYECKHM M 3JIEKTPOJMArHOCTUYECKUM KpuTepusMm 6one3nu; Ilpunoxenue A3), npu
octpoM  aebrore  3a0ojieBaHMs, a TakkKe MpUd  HOJO3PEHMHM HAa  UH(EKUMOHHBIA WU
muM@onponndepaTUBHBIA TI'eHe3 MNOJIUPaJUKYJOHEHPONaTud € LEeNbl0 MOATBEPXKICHMUS JUarHo3a u
npoBeneHus auddepeHimanbHoi auarnoctuku [1, 9, 19, 32-34].

VpoBeHb yoeautenbHoCTH pekoMeraanuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — 5)

KoMMeHTapuii: HE pEeKOMEHAYeTCS NPOBOAWTH AMATHOCTHYECKYIO CIIMHHOMO3IOBYIO IYHKIIUIO,
€CIIM UMEETCsI TIOJTHOE COOTBETCTBUE KIMHUYECKUM U dJeKTpoanarHocTuueckum kpurepusim XBJIIT [1].
Ipu XBJII B 83-95% ciydaes yposenb Genka B 1ICYK moBbien mpu HopManbHOM 1uTo3e < 10/mMm3,
Crnenyer KOppeKTHpOBaTh HOPMY YPOBHS Oelka B JIMKBOpe ¢ ydeToM Bo3pacta (> 0.5 r/n o 50 ner u >
0.6 r/n mocne 50 net) [1, 32-34]. HopmanpHbIil ypoBeHb Oelka B JIMKBOPE HE MCKIIOYAET JUAarHO3
"XBJII". Tlpu BeABIeHHMH mieonmuto’a > 50/MM°  TpeOyeTcs MCKIIOYEHHE MHBIX —MPUUMH
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HEBPOJIOTUYECKUX HApYLIEHUI (aeviponHpEKIHiA, HEWPOCApKOUI03a, 3JI0KaYECTBEHHOT'O
aumdonposudeparuBHOro mporecca u ap.) [19, 35-36].

2.4. MHCprMeHTaﬂbele AnarHoctu4eckue nccriegqosaHus

- Pexomenmyercs mnpoBeneHHE AIIEKTPOHEHpOMUOrpaduu CTUMYISIIIMOHHON TepupepuIecKux
HEpPBOB namueHTtaMm ¢ nogo3penrneM Ha XBJIII ¢ 1menpr0 yroyHeHuss YpOBHS INOpaKEHUS
neprudepuyeckoro HeMpo-MOTOPHOTO amrapara U XapakTepa MOBPEXACHUST HEPBHBIX BoJIOKOH [1, 9, 19,
37-40].

YpoBeHb yOeAUTEIBHOCTH peKoMeH 1aIuii B (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 3)

Kommenrtapun: y OompHbix XBJII nmpu OHMI' BbisBiaseTcss reHepain30BaHHbIM, yaillle
CUMMETPUYHBIN, CEHCO-MOTOPHBIN HEBPAJIbHBIN YPOBEHb MOPa)KEHUS MEPBUYHO JAEMHEIUHUZUPYIOIIETO
TUMA, Ui KOTOPOTO XapaKTEpPHO 3HAYUTENIBHOE CHI)KEHHE MOTOPHOW CKOPOCTH paclpOCTpaHEHUS
Bo3Oyxaenuss (CPBw), yBenuyeHue IUCTaIbHOW JIATEHTHOCTH MOTOPHBIX OTBETOB, YBEIWYEHUE
MUHUMAaJbHOMU JaTeHTHOCTH F-BoH, HanMumne OJ0KOB MPOBEIEHUS IO JBUTATEIbHBIM HEPBaM (CHUKEHHE
aMIUIMTY/Ibl MPOKCHUMajibHOTO M-OTBeTa IO OTHOIIEHHIO K jauctanbHoMy Ha 30% wu Ooisiee) wnu
MAaTOJIOTUYECKON TeMIopalibHOM Jucniepcuu (moaudasus U yBeITU4YeHUE ATUTEbHOCTH IPOKCUMaIbHOTO
MoTopHOTO oOTBeTa Ha > 30% oTHocutenbHO nuctanbHOTO) [1, 37-40]. B Ilpunoxennu A3
(27IeKTpOIMAarHOCTUYECKIE KpUTEPUHN XBJIT) yKa3aH PEKOMEHI0BAHHBII o0BeM
Helpodusznongoruyeckoro ucciaenaoanusa. Bo Bpems mposenenus OHMIT temmepaTypa KOXH JOTKHA
TIOJIEPKUBATHCS B 00JACTH J1aJI0OHM Ha ypoBHE He Hibke 33 °C u HapyxHOU noapnkku He Hiwke 30 °C

[1].

- PekomeHnayetcsi conoctaBisiTh pe3yibTaThl DJHMI -uccnenoBanus ¢ 37I€KTpOIUarHOCTUYECKUMU
kputepusimu  XBJIIT (EAN/PNS, 2021) ¢ 1enpio TOBBIIICHUS JOCTOBEPHOCTH JUATrHOCTHKHU
(ITpumosxenue A3) [1, 9, 19, 37].

Yposens yoeaurenbHoCTH pekoMeraiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — D)

- Pexomennyercsi mpoBeneHue ynbTpazBykoBoe uccienoBanue (Y3U) mepudepuueckux HEpBOB
(omHa aHaToMH4YecKas 00JIaCTh) M CTBOJIOB IICYEBBIX CIUICTCHHH mamueHTaMm ¢ Bo3MmokHoi XB/II (mpu
OTCYTCTBHM IOJHOTO COOTBETCTBHUS KIMHUYECKUM M DJICKTPOJUArHOCTHUYECKUM KPUTEPUAM OOJIE3HU;
[Tpunoxxenne A3) ¢ 1eTbI0 NOATBEPKACHUS IUArHo3a U npoBeaeHus quddepeHnnaibHOl JUarHOCTUKH
[1, 9, 19, 45-50].

YpoBeHb yOeAUTEIbHOCTH PeKOMEeHAaIHii B (YypoBeHb T0CTOBEPHOCTH JIOKA3aTEIbCTB — 3)

Kommenrtapuu: Y3U mnepudepudecknx HEPBOB M CTBOJOB IIJICUYEBBIX CIJICTCHHH BXOJUT B
noanepxkuBaromue kputepun auarnoctuku XB/IIT (Ipunoxenune A3). Tlpu XB/IIT B 40-80% ciydaes
OTMEYAeTCsl yBEJIMYCHHE IUIOIIAM TOMEPEYHOr0 CEUEHHUs CIHMHAIBHBIX HEPBOB, CTBOJIOB ILIEYEBBIX
CIUIeTeHUH, mepudepuyecKux HEPBOB BHE 30H TYHHENEW, a TakKe Haludyhe HWHTPaHEBPAIbHBIX
cOHOrpaMYecKMX HU3MEHeHHH (yBeNMYEHHE OTAENbHBIX (acHuKyll, dYepeAoBaHHE THUIO- W
TUIEPIXOTCHHBIX  yBeNW4eHHbIX (acuukyn). B Ilpunoxxkenun A3  yka3zaH peKOMEHIOBAaHHBIN
MUHUMAaJbHBIA 00beM coHOrpaduyeckoro uccinegoBanus. Pesynsrar Y3U nepudepuueckux HEpBOB HE
KOPPEJIHUPYET C BBIPAXKEHHOCTHIO KIMHUYECKHX IMPOSBIECHUHM, @ OTCYTCTBUE M3MEHEHUN HE MCKIIOYAEeT
muarao3 XB/IIT [45-50].

- Pexomenayercss mpoBeneHHE MarHuTHO-pe3oHaHCHOW Tomorpaduu (MPT) meueBoro wnm
MOSICHUYHO-KPECTIIOBOTO  HEPBHBIX  CIUIETEHUH (BedWMYMHA MarHUTHOM wuHAykumu > 1 To,
BU3YaJIM3al[MOHHbIe M300paxkeHus B ctanaapTHbIX T1 u T2 pexxumax, a taxke B pexkumax STIR u DTI)
naupeHtam ¢ Bo3MmokHOM XBJIII (mpu OTCYyTCTBMM TOJHOTO COOTBETCTBUSl KIMHMYECKHUM U
ANIEKTPOAMArHOCTHUECKUM KpuTepusiM Oosie3nu; [Tpunoxenne A3) ¢ 1enabio NOATBEPKICHHS AUAarHo3a 1
npoBeneHus audpepeHnuanbHoi quarnoctuky [1, 9, 19, 41-44].
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YposeHs yoeautenbHoCTH pekoMeHaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 4)

Kommentapuu: MPT cruterennii BXOAMT B INOJJEp:KUBAKOIIMEe KpuTepuu auarsoctuku XBJIII
(ITpunoxenue A3). IloBblllleHME MHTEHCUBHOCTH CUTHajda OT CTBOJIOB ILJICYEBOTO WJIM TMOSICHUYHO-
kpectioBoro crerenunit B pexume T2-STIR u DTI w/mnm runeprpodust (YTOJIIeHHE) CIUHAIBHBIX
HEpBOB, CTBOJIOB CIuleTeHUI BbisiBisieTcs y 44-82% nanuentoB ¢ XB/III. OtcyrcTBre M3MeHEeHU npu
MPT-uccrnenoBanuu He uckiodaet auarno3 XBJIIT [4-44].

- Pexomenayercs nposeneHue Ouorncuu neprudepuyeckoro HepBa manueHTaMm ¢ Bo3moxHoit XBJII
(mIpu OTCYTCTBUM TIOJHOTO COOTBETCTBUSl KIMHMYECKUM U 3JIEKTPOJUArHOCTUYECKUM KPUTEPHUIM
6one3nn; Ilpwnoxkenne A3) c 1enpl0 yTOYHEHHsS] AMAarHo3a W mpoBeAeHus auddepeHnnanbHoMl
muarHoctukd [1, 9, 19, 51-55].

YposeHb yoeautenbHOCTH pekoMeHnaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEILCTB — 4)

KomMmeHnTapuii: Mopgosiornyeckoe HCClIEOBAHUE HEpPBAa BXOJUT B MOJJEPKUBAIOLINE KPUTEPUU
muarHoctukn  XBJII (ITpunoxxenune A3). IlpoBoautcst OuoIicMs YyBCTBUTEJIBHOIO HepBa (yare
uKkpoHOoxHOTO) [52-54]. s XBJIII xapaktepHbl crienyromue MOpP(HOJIOTUISCKUE H3MCHECHUS:
oOpa3oBaHusi 1O THUMY "IYKOBUYHBIX TOJIOBOK", TIPU3HAKM MEPUBACKYISIPHOTO  BOCHAJICHUS,
CerMeHTapHast Makpodar-uHAyIUPOBaHHAS JeMHUENIMHN3alNs, aKCOHaJIbHas JiereHepanus,
pemuenuan3anus [9, 19, 52-55].

- Pexomenpgyercs YCTaHABIIMBATh JIAarHO3 XBAII COTJIACHO KJIMHAYECKHUM,
AJIEKTPOAUArHOCTUYECKUM, TOJACPKUBAIOIIMM U UMMYHOJIOTHYECKUM KpUTepusM (mpuioxenue A3), B
JIMarHo3e yKa3bIBaTh KaTeropuio auarnosa (npuioxenune A3) [1, 56].

Yposens yoeaurenbHOCTH pekoMeraiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 5)

- Pexkomennyercss mnpu mnocrtaHoBke auarHo3a XBJIII mo COBOKYMHOCTHM KIMHUYECKHX U
MapaKkJIMHAYECKUX JaHHBIX OMNpeAensaTh kareropuio nuarHoza EAN/PNS (2021) ¢ menpro MOBBIIEHUS
noctoBepHocTH quarHoctuku ([Ipunoxenne A3) [1].

Yposens yoeaurenbHoCTH pekoMeraaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 5)

2.5. UHble gnarHocTtnyeckme uccriegqoBaHus

- Pexomennyercs npoBoauTh IuddepeHInanbHy0 IUarHoCTUKY C APYTMMU HEBPOJIOTHMYECKUMU
3a00J1€eBaHUsIMM TTalieHTaM ¢ nogo3penneM Ha XB/III ¢ nenbto yrounenus: nuarnosa (Ilpmioxenue A3)
[1,9, 19, 58-61].

VYpoBeHb yoeauTeabHOCTH pekoMenaamuii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

3. JleueHue, BKNYasAs MeOUKAMEHTO3HYHO W HeMeOUKaMEHTO3HYK Tepanuu,
avetoTepanuio, obesbonuBaHue, MeOULMHCKUE NOKa3aHMA WM MNPOTUBOMNOKa3aHUA K
NPUMEHEHUI0 MeTO40B fleYeHuns

3.1. NaToreHeTn4Yeckas Tepanus NnepBON NUHNKN

- PekoMeHnnyeTcss B paMKax MaTOreHeTUYecKoi Tepanuu | TuHUMM Ha3Havath nanueHTtam ¢ XBJIIT
BBICOKOJIO3HYIO BHYTpUBEHHYI0 nMMYyHoTepanuio (BBUT) (paznmen 3.1.1) unu BHICOKOAO3HYIO TEPAIUIO
rimokokoptukonaamu (I'K) (pasmen 3.1.2) [1, 19, 27, 62-83].

VYpoBeHb yOeIUTETbHOCTH peKOMeHAaIuii A (YypOBEHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — 1)

- Pexomennyercas mnpu HespdextuBHocTH BBUT wmmm 'K, npoBoauth BBICOKOOOBEMHBIH
TepaneBTrueckuii miazmadepes (I1P) (pasmen 3.1.3) [1, 19, 27, 62-83].

VYpoBeHb yOeIUTETbHOCTH peKoMeHAaluid A (YypoBeHb JOCTOBEPHOCTH J0Ka3aTelbCTB — 1)

KoMMeHTapuii: BbllI€ yKa3aHHBIE METOJ/Ibl NATOIC€HETHYECKOTO JIEUEHUS UMEIOT PABHO3HAYHBIN
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TeparneBTHueckuii 3pdexT B KparkocpouHoi mepcrnektuBe [1, 9, 19]. Ilpu HemocratouHOI
3¢ GEKTUBHOCTH MOHOTEPAINH WIIN TOSBICHUU OOOUYHBIX 3()(PEKTOB BO3ZMOKEH MEPEX0 C OJHOTO BHIA
Tepanuu TepBoil suHUM Ha apyroi. Jlomyckaercsa xomOunanus 'K m BBUI, I'K u I1®; Bo3MOXKHO
BHYTPUBEHHOE BBEJCHHE NMMYHOTJIOOYJIMHA HOPMAaJIHHOTO YEJIOBEYECKOTO IO 3aBepiieHuto Kypca [1D.

- PexomeHnnyercs B3BELIEHO MOAXOIUTh K Hadaldy JIEUYEHUS, YUUTHIBaTh OCOOCHHOCTU TEUEHUs
3a00JIeBaHMs, C IEIbI0 JOCTIKEHUS MAaKCUMAIbHOU 3((PEKTUBHOCTH MaTOreHeTHYecKoi tepanuu [1, 9,
19].

VpoBenb yoeautensHOCTH pekoMeHanuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — 5)

KomMmeHTapuii: Tpu CTAalMOHAPHOM HENPOTPECCHPYIOUIEM TEYEHUH OOJIe3HH, MHHHUMAJIbHOM
BbIpaK€HHOCTH HeBpojorumdeckoro gnepunura (INCAT < 2) He pekoMeHOyeTcss HauyMHATh
MaTOT€HETHUYECKYIO TE€paruio, OCTABUB MaI[MEHTa M0J] AMHAMUYECKUM HaOmoieHueM. [latorenernueckas
Tepanus nokazaHa nanueHtam ¢ XBJIII mpu mporpeccupoBaHuu OO0J€3HHM WM PELUAMBE, OCTPOM
nelrore, TMpU HAJIMYMKM  HEBPOJIOTMYECKOro JAeduinTa, BIHSAONIET0 Ha IEpPElIBMKEHUE U
camMo00CTy>KUBaHUE.

- Pexkomenpayercss B BbIOOpEe MeTOoJa Tepamuu MEpBOM JMHUM OTAaTh mnpeanouyrenne BBUT
nanueHTam ¢ XB/III, accomumpoBaHHOW ¢ caxapHbIM JuabeToM, IpU BapuaHTax 3a0o0JieBaHUs
(MynbTH(OKATEHOM, MOTOPHOM, CEHCOPHOM, (DOKadbHOM), a TaKKe NPH HAIUYUH COMYTCTBYIOIIHUX
XPOHUYECKUX COMAaTUYECKUX OOJIe3HEH, C LEIbI0 TOCTH)KEHNUS MaKCUMaJIbHOU 3((EKTUBHOCTH JICUCHUS
U npoduakThkK No604HbIX 3 dekron [1, 9, 19].

Yposens yoeautenbHoCTH pekoMeraaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — D)

- Pexomennyercst onenuBath cratyc aktuBHOCcTH XBJIII mo mkame CDAS (npunoskenue I'5) mst
OTpe/IeTICHNsT HeOOXOIMMOCTH B MPOIOHKEHUH MOAICPIKUBAIOIIEH MaToreHeTnieckoi Tepamnuu [88].
Yposens yoeaurenbHOCTH pekoMeHaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 4)

3.1.1. BHyTpMBeHHasa BbicOKkoAo3HaA MMMyHoTepanusa (BBUT)

- Pexomennyercs nepen nposeneHueM craptoBoit BBUT ucciienoBanre ypoBHS UMMYHOTJI00yIMHA
A B kpoBu manueraTam ¢ XB/III ¢ nenbro BeisiBienust [gA-ummynoaedunmra [63-65].

VYpoBeHb yoeauTeabHOCTH pekoMenaamuii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

KommenTapwii: Tspkenbsie aHadriiakTuueckue peaknuu npu BBUIT BcTpeuarorcst kpaifHe peako.
Yariie oHM pa3BUBAIOTCS y MAMEHTOB ¢ nedunutoM IgA, Bei3BanHbIM HammuueM antuten (IgG uinm pexe
IgE), xortopsle, B3ammoxeicTBys ¢ IgA B mpenapare BBUI, moryr BbI3BaTh aHaUIAKTUYECKYIO
peakiuio. YpoBeHb IgA, nmpu KOTOPOM COCTOSIHHME ompeaenseTcs kak [gA-uMMyHOOepHUIUT, COCTABIsAET
B cpenneM < 7 mr/ma (0,07 r/m; 5-10 mr/mm). Ipu mokazarensix ypoBHst IgA Bbie 7 mr/m, HO B 2 pasa
HUKE HOPMAJIbHBIX 3HAYEHUH, COCTOSIHHE MOKET ObITh PAaclleHeHO Kak yacTHuHbli neduuut IgA. Puck
mo604HbIX 3((]eKToB, cBs3aHHBIA ¢ HanuuueM Aeduuura IgA, He IOMKEH paccMaTpUBAThbCS Kak
abCoTIOTHOE MPOTHUBOIOKA3aHUE K MPOBEJACHUIO Tepanuu. B Takux ciydasx MpoBOIUTCS IMpEeMeIuKaIus;
BHYTPUBEHHO BBOJUThH IIpemapaT HWMMYHOIJIOOyJIMHA YelOBeKa HOpMaJbHOTO**, conepiaiiuii
HavMEHbIIIEe KOJIMYECTBO [gA; He mpeBbIIaTh PEKOMEHIYEMYIO B HMHCTPYKLIUU CKOPOCTh BBEICHUS
mpernapara.

- Pexomennyercs nposenenne BBUT nmpenaparamu ummyHOTIOOYIHMHA YeIOBeKa HOPMATbHOTO**
C colepkaHHeM HMMYyHorIoOynuHa kinacca G He meHee 95% B cTapTOBOM KypcoBOMl m03e 2 T/KT
naruerTam ¢ XB/IIT ¢ nienbio matorenernveckoi repamuu [1, 9, 19, 62, 66-73].

YpoBeHb yOEIUTEIBHOCTH PeKOMeH Al A (YpOBEHb JIOCTOBEPHOCTH JIOKA3aTEeIbCTB — 1)

KoMMeHTapuu: cTapToBO€ BHYTPMBEHHOE BBEJCHHE WMMYHOIJIOOYIHMHA Yel0OBEKa HOPMAaTbHOTO
MPOBOJAT B YCJOBHUSX KPYIJIOCYTOYHOTO CTallMOHAapa B peXHUME eXeAHEBHBIX WMHOY3uil B no3ze 0.4
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I/KI/CYTKH B T€UCHHE 5 JHEH (CyMMapHO Ha Kypc 2 rpaMma pernapara Ha Kr Beca nanuenta) [ 1, 70].

- PexomeHayercss mociie CTapTOBOro Kypca mpoBeAeHue 2-5 mnojnepxuBarounmx kKypco BBUT
npernaparaMi IMMYHOTJIOOYJIMHA YeI0BeKa HopMallbHOTO** B 103€ 1 I/KT B pexkuMe pa3 B 3 Heaenu (Uiu
eIIIe 0JJHOTO Kypca B J03€ 2 I/KT 4epe3 4 HeAelu Mociie CTapToBoro Kypca) manuentam ¢ XB/III ¢ nenbro
MaTOrCeHETHYECKOM Tepaluu U J0CTOBepHOTO onpenenenus apdexkrusnoct BBUT [1, 9, 18, 62, 66-73].

YpoBeHb yOeAUTEIbHOCTH PeKOMEH AaIi A (YpOBEHb JIOCTOBEPHOCTH JIOKA3aTEIbCTB — 2)

- Pexomennyercs mnpu 3¢ddexruBHoctn BBUT nopnepxkuBaromias Tepanusi Mpenaparamu
MMMYHOIJIOOYJIMHA YeJI0BEKa HOPMAaJIbHOIO™* [0 MEepCOHaIM3UPOBAHHBIM KYPCOBBIM JI03aM U CXE€MaM
BBegeHus nanuentaMm ¢ XB/III, otBetuBmmM Ha craptoByro BBUT, ¢ 1ienpio mpo@riakTHKu penuanBa
3a0oJieBaHMs U moaepxkanus pemuccun [1, 9, 19, 66-70].

YpoBeHb yOeaUTEILHOCTH PeKOMEH a1 A (YpOBEHb IOCTOBEPHOCTH JIOKA3aTEIbCTB — 2)

KommenTtapun: B nogaepxusaroniem pexxume npu XB/III BBUIT Moryr BBOAMTBCS B YCIOBUSX
KPYIrJIOCYTOYHOTO MJTH JIHEBHOTO CTalioHapa o cxemam [1, 9, 19, 70]:

- cymmapHas fo3a 0.4 r/kr, BBeieHue 3a 1 1eHb, KpaTHOCTh BBesleHus — 1-2 pa3a B Henento;

- cymMMapHas f03a 1 1/kr, BBeZieHue 3a 2-3 Hs, KpaTHOCTh BBEJICHUS — KK Ible 3-4 HeNemu;

- CyMMapHas J103a 2 T/Kr, BBeJICHHUE 3a 3-5 MHEel, KpaTHOCTh BBEJCHUS — KaXK/bIe 4-6 HENeu.

[Ipy cTaGuiIbHOM COCTOSIHMM TaIlMeHTa B TeueHue 6-12 mecsieB, KOTOpoe OBLIO JTOCTUTHYTO H
nojJiep>KuBaercs Ha (poHe peryiaspHbIX MOBTOpHBIX HMHGQY3uit BBUI', pekoMeHnnoBaHo mocTeneHHOE
CHIDKEHME JI03bl W/WJIM yBEIIMYEHHE WHTEpBaJla MEXIy BBeIeHHsIMH Ipernapata. B cimyusae BBUI'-
3aBUCUMOCTH, KOTa peMuccus noaaep;xxuBaercs peryiaapaoir BBUT, a npu napymennn pexxuma BBUT
cocTostHuE yXyamraercs, BBeaenuss BBUIT mpoBoautcs MakcuMmanbho mtenbho [1, 9, 19, 59, 63-70]

3.1.2. NoakoxHoe BBeAEeHNe MMMYHOrNOo0yfIMHa HOPManbHOIro YefoBe4ecKoro

- Pexomennyercs mnpu sddextuBHocTn BBUT mnopmepxkuBaromiee IMOJKOKHOE BBEIACHUE
#UMMYHOTJIOOYJIMHA HOPMAJILHOTO YeJIOBEYEeCKOoro** ¢ conepaHueM MUMMYyHOINIoOynuHa kinacca G He
MeHee 95% Mo mepcoHaIM3UpPOBAHHBIM KYPCOBBIM J103aM M cXeMaMm BBeaeHusl nanueHtam ¢ XBJII,
OoTBeTUBIIMM Ha ctapToByto BBUT, ¢ nenpio mpoduiakTuku penuarBa 3a00JieBaHUs U MOJIECpKaHUs
pemuccuu [84, 85, 86].

VYpoBeHb yOeAUTEIbHOCTH PeKOMEeHAaIHii B (YypoBeHb T0CTOBEPHOCTH JI0KA3aTEIbCTB — 2)

KommenTapun: B moaaepkuBaromieM pexxume mpu XBJIII moakoKHbIE UMMYHOTJIOOYJIUH MOYKET
BBOJMTHCS B YCIOBHSX CTal[HOHApa, aMOy/IaTOpHO WM B JAOMAIIHUX YCIOBHAX 1o cxeme [1, 9, 19, 67]:
cymmapHas ngo3a 0.4 r/kr, BBeneHue 3a | neHb, KpaTHOCTh BBeaeHuss — 1 pa3 B Hexpemto. [lpu
HeA(PPEKTUBHOCTH YKa3aHHON CXEeMbl PEKOMEHAYETCS YBEIWYHUTh 103y HW/WIM CHU3UTh KpPAaTHOCTb
BBEJICHUS TIperapara.

3.1.3. FnrokokopTukounabl (MK)

- Pexomennyercs mepen Bbicokomo3HoW Tepanueir 'K mpoBenenue wuccienoBaHuii: oOrero
(KIIMHUYECKOr0) M OMOXMMHMUYECKOTO OOIIETEepareBTHUECKOro aHAJIN30B KPOBH, OOIIEro (KIMHUYECKOTO)
aHaJM3a MOYHM, OINpeneneHust aHtutes K OneaHoil Tpenoneme (Treponema pallidum) u uccrnenoBaHus
ypoBHs antuTen KiaccoB M, G (IgM, 1gG) x Bupycy ummyHonedunura yesoBeka BUY-1/2 u anTurena
p24 (Human immunodeficiency virus HIV 1/2 + Agp24) B kpoBu, ompexnencuusi anturena (HDSAQ)
Bupyca renatuta B (Hepatitis B virus) u antuten x Bupycy renmaruta C (Hepatitis C virus) B KpoBw,
peructpanuu anexkrpokapauorpammsl (OKI), a3odaroractponyonenockonuu (I1'J1C), pentreHorpadpuu
nerkux nanuveHTam ¢ XB/III ¢ nenpio BBISIBIEHUS TPOTUBONOKA3aHUN K JAHHOMY MeTofy jeueHus [1, 9,
19, 27-31, 87].
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YpoBeHb yoeauTenbHoCTH pekoMmeHaanuii C (ypoBeHb IOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

- Pexomennyerca nedenue nepopanbHbiMu 'K ninm BHYTpUBEHHOE BBEJCHHME IIPENApaTtoB B
BBICOKHX J03ax maiueHTaM ¢ XB/III ¢ nenpro narorenernueckoit Tepanuu [1, 19, 62, 74-78].

VYpoBeHb yOeIUTEIbHOCTH peKOMeHAaluii A (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 2)

Kommenrtapuu: B Tepanum XBJIII ucnosb3yrorcs cnenyromue ['K-mpemapatel M cxembl HX
npumenenus [1, 74, 78]:

- #npeaHU30JI0H** MmepopabHO B J03€¢ 1-2 MI/KI/CYTKH €XEIHEBHO WIH 10 aIbTePHHUPYIOMICH
cxeme ¢ uepenoBanueM "6onpmoin" (1-2 mr/kr) u "manoit" (0,5-1 mr/kr) 103 B TeueHue 4-6 nHenens. [lpu
JNOCTHXEHUM KiIuHu4eckoro s@dexra no3y 'K memnenno cHumxkator (B cpegdHem, no 5-10 mr
#penHU30JI0HA™* B HENEI0) B TEUCHUE HECKOJIBKUX MECSIIEB 10 MUHUMAJILHO TIOJIEP>KUBAIOIIEH TO3bI
WM TIOJTHOM OTMEHBI mpernapara [62, 89];

- BHYTPMBEHHOE BBEJCHHE #METUINPEIHU30J0Ha™* B fj03€ 1o | T' eXXeAHEBHO B TeueHue 3-5 qHei
(cymmapHast KypcoBast 703a 3-5 T) ¢ TOCIEAYIOIIMM IEpeXoJOoM Ha BHYTPUBEHHOE BBEACHUE
#metunmnpennusoiona®™* B nosze nmo 1 r 1 pa3 B Hexento B TeueHue 1 Mmecsna, TM00 HA MEpOpasIbHBIN
npuem 'K no Beimeykasannoi cxeme [62, 90];

- #nekcametazon™* mepopasbHO 10 40 Mr eXeaHEBHO 4 ITHA — pa3 B MECAIl, B TEUCHHE TOJIyroaa
[91].

- Pexomenayercs npoguiiakTika 1 MOHUTOpHpOBaHUe MOO0YHBIX 3 dexToB y nanueHTos ¢ XB/II,
Haxo siuxcst Ha Tepanuu ['K, ¢ 1ienbio paHHEero ux BbISABJICHUS U Koppekiuu [87, 92].

Yposens yoeautenbHoCTH pekoMeraaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — D)

KommenTapuii: HEOOXOOUM  KOHTPOJh  0oOmero  (KIMHUYECKOTO) HW  OHOXHMHYECKOTO
oOlIeTepaneBTHYECKOr0 aHaJIN30B KPOBH, YPOBHEH Kalusi U HATPUS B KPOBU B IEPBBIM MecsI] Teparnuu
IBYKpPATHO, Jlanee exemecsiuHo. OuH pa3 B 6 MecsieB (WM 10 TOKa3aHUSIM) IPOBOSATCS UCCIeI0BaHUS:
PEHTT€HOIEHCUTOMETPUS MOSICHUYHOTO OTJAeNia MO3BOHOYHUKA U MPOKCHUMAILHOTO OTAeNa OeIpeHHOM
koctu, DI'JIC, ocMoTp Bpada-TepamneBTa, Bpada-opTaJbMoJIOTa U Bpada-sHAOKpuHOJora. Ha Bech cpok
npuema ['K HeoOXoauMo Ha3HaueHue: TMpenaparoB Kaius; HWHCHOUTOPOB TMPOTOHHOTO HACOCa;
npenapaToB Kanblus B koMOuHaimu ¢ BuramuaoMm D. Tlpu npueme 'K tpebyercs ctporoe cobuoneHue
auetbl (cron N 9 mo IleB3Hepy), peryiasipHOe U3MEpEeHUEe Macchl Tella U apTepUalbHOTO JaBJICHUS Ha
nepudepudecKkux apTepusx.

- He pexomennyercs npumenenue I'K y marmentoB ¢ motoproit popmoit XB/IT [1, 9, 19, 25].

VYpoBeHb yoeauTeabHOCTH pekoMenaamuii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

Kommenrapuii: npu wmortopuoit dopme XBJ/III T'K-tepanusi MoxeT yXyOIIUTh COCTOSHHE;
npeanoututenbHbl BBUT winu BBenenue #purykcumada** [1, 25, 93, 94].

3.1.4. BbICOKOOOBLEMHbIN TepaneBTUYecKM nnasmadepes (MP)

- Pexomennyercas mepen II® mpoBeneHue wuccinenoBaHuii: oOmero (KIMHUYECKOrO) U
OMOXMMHUYECKOTO OOLIeTepaneBTUYECKOr0 aHaIM30B KPOBH, OOIIEro (KIMHHYECKOro) aHajin3a MOYH,
onpeneneHuss aHTuten Kk OneaHoit tpenoneme (Treponema pallidum) u mccrnenoBaHusl YpOBHS aHTHUTEN
kiaaccoB M, G (IgM, IgG) k Bupycy nummynozaedpunura yenoseka BIU-1/2 u anturena p24 (Human
immunodeficiency virus HIV 1/2 + Agp24) B kpoBu, onpezaenenus anturesa (HbsAg) Bupyca renatura
B (Hepatitis B virus) u anturen k Bupycy renatuta C (Hepatitis C virus) B kpoBu, perucrpauuu KT,
OI'JIC, pentrenorpaduu nerkux namueHTam ¢ XBJIII ¢ menbio BBISIBIEHHS MPOTUBOIOKA3aHUN K
JaHHOMY MeTo 1y jeueHus [79].

VYpoBeHb yoeauTenbHOCTH pekoMeHaanuii C (YpoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

- Pexomennyercst mposeaenue [1® ¢ cymmapHbIM 00BEMOM yAAIEHHOM IU1a3Mbl HEe MeHble 140
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MJI/KT Beca TMaIueHTa 3a Kypc jedeHus nanueHtam ¢ XBJIII ¢ 1enbro cTapTOBOM MAaTOT€HETUYECKON
Tepanuu, npu HeBo3MoXkHOCTH HazHauuTh BBUT u I'K [80, 95, 97].
YpoBeHb yOeAUTEIBHOCTH peKoMeH 1aIuii B (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 2)
KomMmeHTapuu:  HCHOJNB3YIOTCS ~ TPAaBUTALMOHHBIM ~ HENPEPBHIBHBIA WM~ MEMOpaHHBIH
(¢punmpTpanmonnsiit) metosl. Ceancsl I[1® npoBomsTes uepes 1-2 must N 3-5. Dddexr mrazmadepesa, kak
[IPaBUJIO, MPOSIBISETCS IOCTATOYHO OBICTPO, OJJHAKO €r0 MPOJOJIKUTEIBHOCTh HE BeJIMKa (2-4 Henenn).
[1® npennoyTUTENICH IPU OCTPOM Havaje 3a00JIeBaHMSI UM OBICTPOM MTPOTPECCUPOBAHUH OOJIC3HH.

- Pexomennyerca nponospkute Tepanuro ['K, BBUT wm II® B momnepkuBaromiem pekuMe
nanueHtam ¢ XB/II1 nocne nposenenus craproBoro [1® ¢ nensio nocrmkenus pemuccu [1, 98].

YposeHb yoeautenbHOCTH pekoMeHaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — D)

KommenTapun: I'K minn BBUT nHaznauaroTcs 1o BbIIIE YKa3aHHBIM CXE€MaM I10 3aBEPLIECHUIO Kypca
craproBoro [I®. B kauectBe nojnep:xuparoei tepanuu ceancsbl 11 nposogsTes ¢ yacrotoii 1 pa3 B 2-4
HEJenu B CyMMapHOM oObeMe yaaleHHOW miasmMbel He MeHee 140 MII/Kr B TedeHUE MOIYyroa, ¢
JTATBHEHIIINM YBETUYCHUEM WHTEpBajia MEX/Iy CeaHCaMU UHIMBUIYaIbHO (10 1 pa3a B 3-6 MecsIieB).

- Pexomenmyercss KOHTpoHpoBaTh ()(HEKTUBHOCTh MATOTCHETUYCCKOW TEparuy TEpBOW JIMHUAW
nanuentam ¢ XBJII ¢ nmpumenenmem omnenku mo mkamam NIS, INCAT, [-RODS u CDAS (cwm.
[Tpunoxenue [2-I'5) ¢ menpio oreHKN HeoOXxoauMocTH Koppekiuu nedenus [1, 9, 19, 59, 83, 88, 99-
103].

Yposens yoeautenbHOCTH pekomeraaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — D)

KoMMeHTapuii: KOHTPOJb JHHAMUKH COCTOSHUS Ha (DOHE TEepamu¥l JIOJDKEH OCYIIECTBISITHCS C
MMOMOIIBI0 METOJIOB 00bekTUBHOW oneHku ([Ipunokenune A3): HEBpPOJOTHUECKHH OCMOTp C
WCIIOJIb30BAHUEM OIICHOUYHBIX IKan (HampuMmep, Neuropathy Impairment Score/NIS, Inflammatory
Neuropathy Cause And Treatment/INCAT, Medical Research Council sum score/MRCss u Inflammatory
Rasch-built Overall Disability Scale/I-RODS (ITpunoxenwne I'1-I'5). Ouenka nmpoBoautcs depes 4, 8 u 12
HEeeNb IOCJIe Hayala Tepamuu; Mo pe3ylbTaraM — BBIBOJ 00 3(PQEeKTUBHOCTH MPOBOJUMOTO BHUIA
JICYEHUs, PACCMOTPEHKE BOMPOCca O KOPPEKIUHN TaKTUKH BeaeHus. [1pu nmonHom oTcyTcTBUUN 3 deKrTa nim
HEJO0CTaTOYHOU 3(PPEKTUBHOCTH OJHOTO METOJAa MAaTOTEHETHYECKON Tepaluy MepBOM JIMHUU CIEeIyeT
nepeT Ha Jpyrod win KOMOMHUpOBaTh JBa Meroda. Ilpu He’IpPEeKTUBHOCTH BCEX METOJOB
naroreHeTndeckoil Tepanmuu nepBoit guHuu ('K, BBUI, II®) cinegyer mepecMOTpeTh IUarHo3;
uckimounth XB/I[1-nooOHble nmonuHeiiponaTuy, ecau 3To He Oblio caenaHo paHee (cM. [lpumnoxenue
A3), KOMOMHUPOBATH METOIbI IEPBOM U BTOPOM JIMHHUH, IIEPEUTH HA TEPAITHIO BTOPOW JTMHUH.

3.2. NaToreHeTn4eckasa Tepanusa BTOPOUN JIMHUMN

- PexomeHayeTcs mpu BBIOOpE Mperapara BTOPOHM JIMHWMU Ha3HadaTh npemnapat #Purykcumao**
narrentam ¢ XBJIIT ¢ mensio goctmkenus pemuccuu [1, 62, 93, 94, 105, 106, 107].

VpoBeHb YOeAUTEINbHOCTH PeKOMEHauii B (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 2)

Kommenrapun: kinuHuueckue wuccienoBanus npu XBJIII mpoBoawnuch Ui mpenaparos:
azatuonpuu™*, nuknocnopuH**, nuknodpochamun®*, merarpekcar**, purykcumadb**, muxodenonara
Moderun**, unreppepon Oera-la**. Ha MoMmeHT pa3pabOTKu NaHHBIX PEKOMEHJAIUIl HE CYIECTBYET
UCCIIEIOBAaHUI € TOCTAaTOYHBIM YPOBHEM JI0Ka3aTeIbHOCTH Ul Ha3HAYEHMs TOTO WMJIM MHOTO Ipernapara.
Bei6op npenapara 2 nuaun uHauBuayaneH [1, 104, 105].

Nmerotcss  yOeauTenbHble Jl0Ka3zaTenbCTBa dpQekTuBHOCTH #Putykcumaba** B Tepanuu
pedpaxrepusix popm XBJIIT [97], omHAKO KOHTPOIHMPYEMBIX UCCIEOBAHHUI K HACTOSIIIEMY BPEMEHHU HE
MIPOBECHO.

#PUTyKkcUMab**: BHYTpUBEHHOE BBEJEHHE MO CIEAYIOIMM cXeMmaMm: Mo 375 mr/m? oauH pa3s B
HeJIeMo B TeueHue 4 Heslelb; Wik B f03e 1 r/M? oqun pas B 2 Hegenu N 2; unu 1o 375 Mr/m? oJHOKpaTHO
Kaxple 6 Mecaues. [IpenapaT BBOIUTCS B YCIOBHAX CTallMOHapa, 32 30 MUHYT 10 MHPY3UH HEOOXO MO
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NPOBECTH NPEMENUKAIMIO: BHYTPHUMBIIIEYHOE BBEJICHHE #OU(PEHTHIpPaMUHA, BHYTPUMBIIICYHOE
BBEJICHHE #IeKcaMeTa30Ha™* BHYTPHUMBIIICYHO, #1apaneTaMmoia** nepopanbHO, COTIACHO MHCTPYKIUHU K
npenapary. IloGouHble sBieHUS: HHQY3HMOHHBIC pEAKUIUH, LUTONCHHS, aUIEPTUYECKUe pPEeaKIHH,
undekuuu [93, 94, 107-109].

- He pexomennmyercs npu XBJIl HazHauaTh mnpemaparbl anemMTy3ymad™*, Oopre3oMuoO**,
starepuenT**, hamnpuaud, Giaygapadbun**, abaranent**, Hatamuzymadb™* u Takpomumyc** [1, 61, 105,
106].

VYpoBeHb yoeauTenbHOCTH pekoMeHaanuii C (YypoBeHb IOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

3.3. CumnTomaTuyeckas Tepanus

- Pexomennayercsi xoppekuusi GosieBoro cunapoma mamueHTam ¢ XBJII ¢ menpro ymydineHus
kavectBa xwu3uu [1, 110-112].

Yposens yoeautenbHOCTH pekoMeraaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 5)

KomMenTapun: npu HoumuentuBHOM Oonu manumeHtam ¢ XBJIII Ha3HauaroTcss HecTepouIHBIE
MIPOTUBOBOCIANIUTENbHbIE M IMPOTHBOPEBMATHUECKUE TIperapaTrbl W/WIM JIpyrHe aHaJbleTHKUd U
AHTUIHUPETUKU COTJIACHO MHCTPYKIMH K mpernaparam. Hannumne Helipornatnyeckoro 00J€BOTO CHHIpPOMA
y manueHta ¢ mojao3penuem Ha XBJIII Tpebyer mnposeaenus auddepeHIMaIbHOTO TuUarHo3a ¢
Helponatusimu Apyroro rene3a (Ilpunoxenue A3). B coorBerctBum ¢ pexomenmanusmMu EFNS 1o
JICYEHHUIO HelponaTHiecKkoi 00JiM Ha3HauaeTcs Mpenapar U3 Tepanuu MepBoi JIMHUK (MOHOTEpanus Win
KOMOWHAINS): HECEIEKTUBHBIE MHTHONTOPBI 0OPAaTHOTO 3axXBaTa MOHOAMHHOB, TTPOTHUBOSITUIIEITHICCKIE
npemnaparsl (rabareHTH), Ipyrue anTuaenpeccanTsl (aymokcetnn) [113].

3.4. HemepukameHTO3Has Tepanus

- Pexomenmyercs coOnromaTh MpaBWiIa yxoJia 3a MAJIONOJBMKHBIMU TIAlIMCHTAMH B Cliydae
soxenoro Teuenuss XB/IIT ¢ menbro mpodunaktuku ocnokuenuii [1, 9, 19, 62, 115, 116].

Yposens yoeaurenbHoCTH pekoMenaauii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEILCTB — 4)

KoMMeHTapuu: HeoOXOquMbI HPO(UIAKTHKA IPOJICKHEH, THIIOCTATHYECKON ITHEBMOHUH,
KOHTPAKTYpP, BTOPUYHBIX HMH(PCKIMOHHBIX OCJIOXKHCHHM, TPOMOO30B IIyOOKHX BEH M TPOMOOIMOOIHHU
JICTOYHOMN apTepHH.

4. MepuuMHCKasi peabunutauusi U caHaTOPHO-KYpOpTHOe reyeHue, MeAULIMHCKUe
nokasaHuUs U NPOTUBOMNOKa3aHUs K NPUMEHEeHUI0 MeTO40B MeAULMHCKON peabunutauumm,
B TOM YMCIle OCHOBaAHHbIX HAa UCNOJIb30BaHUM NPUPOLHLIX NleYeOHbIX thakTopoB

- PexomeHyeTcst ipoBeieHuEe MEAMIMHCKOW peabuiuranuu BeeM mnarueHtam ¢ XB/IIT ¢ menbio
YIAYYIICHUS IBUTaTeIbHON QyHKIMK U KadecTBa sku3Hu [1, 62, 116-118].

YpoBeHb yoeauTeabHOCTH pekoMenaaruii C (ypoBeHb TOCTOBEPHOCTH JI0Ka3aTEIbCTB — 4)

KoMMeHTapuii: He0OX0IMM KOMIUIEKCHBIN MOAXO0/I, coueTaromuii reuebHyro Guskynstypy (JIOK) ¢
WCIOJIb30BAHMEM aNMapaToB W TPEHAXEPOB MpHU 3a00JeBaHUIX MepUeprudecKoil HEPBHOW CHCTEMBI,
¢duznoneueHue, Mpoleaypsl MO aJanTalii K YCIOBUSM MaKpOCpeIbl M KIMHUKO-TICHXOJOTHYECKYIO
a/IafTallMI0 B COOTBETCTBUH C (DYHKIIMOHATBHBIM JE(PUIIUTOM MalMeHTa, TPUMEHEHHE BCIOMOTaTebHBIX
YCTPOMCTB U TEXHHUYECKUX CPEACTB (OpPTe3bl, MOTOTHUTENbHAS OmMopa W T.I.), TCUXOJOTHYECKYIO
noanepxkky. Ilpomecc peabunurtamuu OGonbHbIX ¢ XBJIII #omkeH oOCyIIecTBISTHCS HEMPEPHIBHO B
MOJIEP>KUBAIOIIIEM PEKUME.

- Pexomennyrorcs 3ansatus JIOK Bcem maumentam ¢ XB/III ¢ nenbro ynydineHus ABUTATEIbHOU
¢dbyHKkIMU 1 KauecTBa xu3nm [1, 9, 62, 117].

Ctpanuua 13 u3 48



KnuHnyeckne pekomeHgauum — XpoHuyeckas BocnanuTernbHas AeMuenHuavpytoLlas nonupagukynoHenponartusa — 2024-2025-2026
(24.10.2024) — YT1BepxaeHbl MuHagpasom PO

VYpoBeHb yOeAUTENbHOCTH PeKOMEHAaIHii B (YypoBeHb TI0CTOBEPHOCTH JIOKA3aTEIbCTB — 3)
Kommenrapuu: 3anstust JIOK npoBoasrcss moJ KOHTPOJIEM HMHCTPYKTOpa-METOAUCTA IO JICueOHOM
¢u3KynpTYype B peskuMme — 1o 60 MUHYT 3 pas3a B HEJIeNIO B TeUeHUE HE MeHee 12 Heaenb.

- PexomenmyioTcsi a’poOHBIE M CHIIOBBIC YINPaKHEHHUS MAIlMEHTaM CO CTaOMJIBHBIM TEYCHHEM
XBAII, Haxoasmmxcss Ha MOAACPKUBAIOMIEH MMATOTCHETUYECKOW TEpalud WM B PEMUCCHUH, C LEIbIO
YBEIUYCHHUS MBIIIICYHON CHJIBI M a9pOOHOM BRIHOCIUBOCTH, YMEHBIIICHUs yToMmisiemoctu [1, 9, 62, 118].

YpoBeHb yOeAUTEIIBHOCTH PeKOMEHAaIHi A (YpOBEHb JIOCTOBEPHOCTH JI0OKA3aTEILCTB — 2)

KomMmeHnTapuu: aspoOHble yrpakHeHus BbinoHsoTes o 20-30 MuH 3 pa3a B HEJIeNI0 B TEUEHUE HE
Menee 12 Henmenb. CHIIOBBIC YIPaKHEHUS BBIMOJHSIOTCS IO KOHTPOJIEM HHCTPYKTOPA TO JiedeOHOM
¢bu3KynbTYpe ¢ KOM(MOPTHBIM JIJIs AIIMEHTA BECOM, C IPOPAOOTKONW OCHOBHBIX IPYII MBIIIIL [0 cXeme: 3
noaxoJia no 12 noBTopeHuit 3 paza B HEAEIIO B TeUEHNE HE MeHee 12 Hefenb.

- PexkoMeHnyeTrcss TpH HAJIMYAM TIOKAa3aHUW KOHCYJIbTAIMS W HAONIOJCHHE MEIUIIMHCKOTO
nicuxoJiora manuentam ¢ XBJII ¢ menbro KOppeKIUU COMYTCTBYIOIMIMX XPOHHYECKOMY 3a00JIEBAaHHIO
JENPECCUN M TPEBOTH, Pa3BUTHE KOTOPHIX OOYCIOBIECHO MHBAIMAWU3AIMEH, NTUTEIbHBIM npuemMom ['K
[119-121].

VYposeHs yoeautenbHoCTH pekomeraaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — D)

4.1. CaHaTopHo-KypopTHoe nevyeHue, MeToabl MeAULMHCKOW pea6I/I.I1VITaL|MVI,
OCHOBaHHbI€ HAa UCNOJNMIb30BaHNUU NPUPOAHbLIX neyeOHbIX (*)aKTOPOB

Mertoapl caHaTopHO-KypopTHOTO jeuenus npu XBJII1 ve paspaborans [1, 9]. B cooTBeTcTBHM €
npukazoM MuHuctepcTBa 3apaBooxpaHeHuss PO ot 31 mas 2021 r. N 5570 "OO yrBep)aeHUU
KJIacCU(UKAIUU MPUPOTHBIX JIEYEOHBIX PECYpCOB, MEIUIIMHCKUX MOKAa3aHUN U MPOTHUBOMOKA3aHUM K MX
MIPUMEHEHHIO B JIeUeOHO-TTPO(DUIAKTHUECKHUX LEaX" MPUMEHEHHE MPUPOAHBIX JIEUEOHBIX PECYpCOB MpHU
XBJIT ue mokazano [125]. B ciyuae Hamuums y CaHATOPHO-KyPOPTHOW OpraHM3alud JMIICH3WH Ha
MEJUIMHCKYIO peabuInTalHIo:

- PexomeHayercs mpoBefecHUE MEAWIIMHCKOW peabunurtanuu BeceM mnanueHtam ¢ XBJIIT ¢ menbro
yIydIIeHUs IBUraTeIbHON (QYHKIMK U KadecTBa sku3nu [1, 62, 115-118, 123].

VYpoBeHb yoeauTeabHOCTH pekoMenaamuii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

KommenTapwuii: He00X0IMM KOMIUIEKCHBIN TOAX01, codeTaronui geueonyro GuskynbTypy (JIOK) c
MCIOJIb30BAHMEM aNMapaToB U TpPeHaXepoB Mpu 3abojeBaHUsIX Nepudepruueckoidl HEPBHON CHUCTEMBI,
¢duznoneueHue, Opoleaypsl MO aJanTald K YCIOBUSM MaKpOCpeIbl U KIMHUKO-TICHXOJOTHYECKYIO
a/IaliTalluIO0 B COOTBETCTBUH C (DYHKIIMOHATIBHBIM JE(PUIIUTOM MalMeHTa, TPUMEHEHHE BCIIOMOTaTeIbHBIX
YCTPOMCTB W TEXHHUYECKUX CPEACTB (OpTe3bl, OTOJHUTENBHAS OMOpa M T.I.), TMCHUXOJOTHYECKYIO

MOJIEPKKY.

5. MpodwmnaktMka M pgucnaHcepHoe HabGnwAaeHWe, MeAULMHCKME NOKasaHus W
NPOTMBOMNOKa3aHUA K NPUMEHEHUI0 MeTOA0B NPOo¢UNakTMKm

Mertos! ipodunaktuku passutust XBJIIT He paspadoransi [1, 9, 113].

- Pexomennyercst qucnaHcepHoe HaOIoJeHHe y Bpada-HeBposiora mauueHtam ¢ XBJ/III ¢ nensro
OLIEHKH JMHAMMKH 3abojeBaHus ¢ npumeHeHueM oreHku mno mkaigam INCAT, I-RODS u CDAS (cwm.
[Mpunosxenue I'2-I'5) u koppekiuu moaepxuBatomieit repanuu [1, 9, 19, 88, 100-103, 115].

VYpoBeHb yoeauTenbHOCTH pekoMeHaanuii C (YpoBeHb TOCTOBEPHOCTH JIOKa3aTEIbCTB — 5)

KommeHTapuii: manueHnTaM, NOJy4alonIiM MMaTOTeHETHUYECKYI0 TEPAIUIO C IIeJIbI0 €€ KOPPEKLUUU U
MOHUTOPHUHTA TOOOYHBIX SBJICHUN HEOOXOIMMO MOCEIIeHNE Bpaya-HEBPOJIOTa ¢ YacTOTOM 0/1MH pa3 B 1-3
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Mecslla Ha BECh CPOK MPOBEACHUS Tepanuu. B ciydae cTaOUIBHOTO COCTOSHUS (PEMHCCHS) BO3ZMOXKHO
IIOCEILIEHUE Bpaya-HEBPOJIOTa OJIMH Pa3 B MOJIT0Aa WIH 110 HEOOXOAUMOCTH.

6. Oprauusauuﬂ OKa3aHuUsi MeagULMHCKOW NOMOLLU

[lo moxazanuwsiM Ha JIOOOM JTame 3a00JieBaHHS PEKOMEHIOBAHO IPOBEJICHHUE JKCIIEPTH3HI
(uccnmenoBaHMs) IO  BOMpOCaM  yTpaThl TpodeccHoHambHOW U OOmIeH TPyIOCIIOCOOHOCTH IS
YCTAHOBJICHUS I'pyHIIbl MHBAJIMJIHOCTH.

IHokazanus Ajs rocnuraaudanuu nanpuenta ¢ XB/III B MeAHIIHHCKYIO OpraHu3anuio:

1. DkcTpeHHas rocnuTau3aius (KpyrioCyTOUHbBIN CTallMOHAp) MoKa3aHa BceM nanuentam ¢ XBJITT
C OCTPbIM WM TOAOCTPHIM JI€OIOTOM Uil NpOBEeACHUA AUPPEepeHInanbHOro AMar€osa ¢ JApyruMu
nonuHedponatusmMu  nogobnoro teuenus (CI'b, mnopdupuitnas mnonuHelponatus U T.JO.) U
natoreHetnueckod Tepanuun (IId, 'K, BBWT); npu mnosiBIeHHH NPU3HAKOB JAbIXaTEIbHOU
HEJ0CTaTOYHOCTH, HapylleHUU OynbOapHbIX (DYHKIMM, OBICTPOM MPOrpecCUPOBAHUU y MAIMEHTOB C
paHee UM BHOBb YCTaHOBJIEHHBIM JHarHO30M;

2. TlnaHoBas rocnuranu3anus (KpyrjioCyTOYHBIM CTalliOHap) MOKa3aHa BCEM MalMeHTaM s
npoBeaeHuss auddepennnansaoit auarHoctukun ¢ XBJII-mogoOHBIME HEBpOMATHUSIMH, TPOBEIACHUS
CIIMHHOMO3IOBOM NYHKIIMW, HAYaJIbHOM WJIM NOJIECPKUBAKOLIEH IMATOr€HETUYECKON Tepamuu IepBOM
muaun (BBUI' umn nynsc-tepanus ['K), napeHTepanbHONM MaToreHeTHYeCKON Teparuu BTOPOM JIMHUM B
ycnousix  OPUT ¢ mempro  mpemynpexaeHuss OOOCTpeHUsT U Mporpeccuu  3a0oJieBaHMs,
peabUINTAIIMOHHBIX MEPOTIPUITUN U CUMITTOMAaTUYECKOM Teparnui.

KommenTapun: noaaepxuparomniasi NaToreHeTUYecKas Tepanus NepBoil IMHUK, CUMIITOMaTH4eCKas
Tepanus W peaduIuTaIus B OCTPOM Iepuoje (WId Mpu 000CTPEHUHU) TAKKE MOTYT OCYIICCTBISATHCSA B
JTHEBHOM CTallMOHape, €ClIM Yy MallMeHTa HeT HapylIeHUH >KU3HEHHOBAXHBIX (QYHKUMA U Tpydoro
JIBUTATENBHOTO JedunuTa (MIPUKOBAH K MHBATUIHOMY Kpeciy, IPOXOJHUT C Onopoi He Oosbmie 10 m).
Peabunuranus u cuMnTomMaTuyeckas Tepanus, a Takke tepanus ['K B moaaepxuBaioniemM pexxume MoryT
MIPOBOJUTHCS B aMOyJIaTOPHBIX YCIOBHSIX.

IMoka3aHusi K BLINUCKE MALMEHTA U3 MeIUIUHCKOW OpraHu3amum:

1. Beimucka nanueHTa u3 MEAMIIMHCKON OpraHu3aiy Py SKCTPECHHOM TOCIUTATN3alMA BO3MOYKHA
IIPU  BBIIOJIHCHUHM B TOJHOM OOBEME BCeX HEOOXOIUMBIX JHUArHOCTUYECKUX U Jie4eOHO-
peadMIIMTAIIMOHHBIX MEPONPUITUHA M3 IMYHKTOB 2-4 MAaHHBIX KIMHUYECKUX PEKOMEHIAINH; CTaOMIbHOM
YAOBJIETBOPUTEILHOM COCTOSIHHHM IMAIIMEHTA, COXPAHHBIX BUTAIBHBIX (QYHKITUSX.

2. Bplnncka manuenTa U3 MEAUIIMHCKONW OpraHM3alliy MPH IJIAaHOBOM TOCHUTAIU3AIMHA BO3MOYKHA
NPU  BBINIOJIHEHHH B TIOJJHOM OOBEMe IIJJaHOBOW TEpanmuud M PeaOdMIMTAIIMOHHBIX MEpPOIPHSTHIA;
CTaOWJILHOM YJIOBJIETBOPUTEIHHOM COCTOSSHUU MAIIMEHTa, COXPAHHBIX BUTAIBHBIX (PYHKIIHSIX.

IToxa3zaHusi kK MEAMIMHCKON peadMINTALMH B CAHATOPHO-KYPOPTHBIX OPraHU3alUsAX:

1. B ciayuae Hanuuusg y CaHaTOPHO-KYpOPTHOM OpraHu3alMM JIMIEH3UH Ha MEIUIMHCKYIO
peabminTanuoo, MeIUIMHCKas nomolb nauuentam ¢ XB/III opranusyercs B cootBercTBUH ¢ [Iprkazom
MunucrepcTBa 31paBooxpaHeHus Poccuiickoit ®enepamuu ot 31 wumtona 2020 r. N 788x "O6
yTBepxaeHnu [lopsiaka opraHu3anuy MEAUIMHCKOM peadbunmntanuu B3pocibix” [127].

7. JononHnTenbHaa uHdopmauma (B ToMm uyucne ¢akTopbl, BUAIOWME HA UCXOA
3aboneBaHuA UNN COCTOAHUA)

- OT,I[CJ'ILHLIC HUCCICIOBaHUs IMOKa3aJlkd, 4TO HanOoJIee 3HAYUMBIMU (I)aKTOpaMI/I, BJIIMAIOINIMMHU Ha
ncxon XBI[H, SABJIAKOTCA MOp(I)OJ'IOl"I/I‘-ICCKI/IC HNPpU3HAKH aKTUBHON JeMHEIMHU3ALNU OOJIBIIIOr0 YHCIa

HCPBHLIX BOJIOKOH U UX aKCOHAJIbHAs ACTCHCpAlLlys, JICKallasd B OCHOBC HHBAJIUAU3 AN [122]
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- PaHHss nocTtaHOBKa JUarHo3a W MHULMALMS NaTOr€HETUYECKOW Tepanuy 10 PEKOMEHI0BaHHBIM
CXeMaM INpPEeayNpexaaeT pa3BUTHE AaKCOHAJIbHOM JEreHepaluu M, TakKuM o0pa3oM, acCOLMHMpPOBaHA C
MeHbIIeH nHBaNuaAn3amen [123-125].

- Tsokenmelii HEBPOJOTHYECKUN JEPUIIUT W TPOTPECCUPYIOIICE TEUEHUE, COIMYTCTBYIONIUE
comMaTu4ecKkue HapymieHus u comyrcrByromue Oonesnu [HHC, moxwmoit Bo3pact B aedrote XBJIII
SIBISIFOTCSL  HEOJIArONPHUATHBIME TPOTHOCTHYEeCKUMH (akTopamu [122], B TO Bpems Kak MOJOCTPOE
Hayvajao, CUMMETPHUYHOCTh M3MEHEHWH, OTCYTCTBHE MBIIICYHBIX aTpoduii, orBeT Ha Tepanuio 'K B
ne6rotre XB/III, a Tarxke MpenMyIeCTBEHHO ITUCTAIbHBIN MaTTepH BOBIICYECHUS NeprU(epUIeCKUX HEPBOB
no naaHsiM DHMI B Hauase 60JIe3HH aCCONMUPYIOTCS C OJIaroNpHUsTHBIM ISITUICTHAM TPOTHO30M [123-
125].

- Bonbme 70-80% mamueHTOB OTBEYAIOT HA MMATOTEHETHYECKYIO TEparuio mepBoit ymauu [1, 9, 19,
59], BO MHOrMX ciy4asxX yJaercsi JOCTHYh CTOWKOH MEIMKAMEHTO3HOW PpEMHCCHH, OJHAKO IIPH
JOJTOCPOYHOM HAOJIOJICHUM B OOJBIIMHCTBE CIy4yaeB BO3MOXKHA WMHBAJIUAM3ALMUSA pPa3HOM CTENEHU

BBIPQXKEHHOCTH, IIPU 3TOM 28% MaLlMEHTOB HYXAAIOTCS BO BCIIOMOTATENbHBIX CPEACTBAX MEPEIBHKEHUS
[123].

KpMTepvm OLIeHKM KayecTBa MeANLUMHCKOMN NOMOLLU

N Kpurepun kauectsa Onenka
BBITIOJTHECHUS

1. BoimosnHeHo  comocTraBieHHE — pe3yabTaToB  ompoca M (usukaibHoro | [la/Her
oOcnenoBanus ¢ nuarHoctuaeckumu kpurepusmu XBJIIT EAN/PNS, 2021

2. [IpoBenensl naboparopHble UccIeA0BaHU naueHTaM ¢ nogozpenrem Ha XB/III | la/Het
¢ quddepeHmanbHO-AMAarHOCTUISCKOH 1ENTbI0

3. [IpoBeneno HUCCIIEeN0BaHUE MOHOKJIOHAJILHOCTH JIETKUX neneii | [la/Het
MMMYHOTIJIOOYJIMHOB B KDOBH M B MOY€ METOJIOM HMMYHO(DUKCAIINH

4, BrimonHen oOnuit (KTMHUYECKU) aHAIM3 CIUHHOMO3TOBOM KUIKOCTH Ja/Het

5. [IpoBenena snexkTpoHeiipoMuorpadgusi cTUMyNIsiMoHHas mnepudepuuecknx | Jla/Her
HEPBOB

6. BrimonHeHo comnocrtaBienue pesynbratoB DHMIT ¢ anekTponunarnoctudeckumu | Jla/Her
kputepusmu XBJIIT EAN/PNS, 2021

7. BrimonHeHo yneTpasBykoBoe uccienoanue (Y3U) mepudepuueckux Hepsos |[la/Her

(omHa aHaToMuueckass o00JIacTh) M CTBOJIOB IUICUEBBIX CIUICTEHHH MpH
OTCYTCTBHH IOJIHOTO COOTBETCTBUS KIMHHUYECKUM U 3JIEKTPOIUATHOCTUYECKUM
KpUTEpUsM O0JIC3HU

8. BrinosiHeHa MarHUTHO-PE30HAHCHAsE TOMOrpadus IMJIeUYeBOTO WU MOsSICHUYHO- | [la/Het
KpPECTIIOBOTO HEPBHBIX CIUIETEHUN MPU OTCYTCTBUHU IIOJHOTO COOTBETCTBUS
KIIMHUYECKUM H AJIEKTPOAMATHOCTUYECKUM KPUTEPHSIM O0JIe3HU

9. Beimonnena Oworicusi nepudeprueckoro HepBa TNpu  OTCYTcTBHM TojHOTO | Jla/Her
COOTBETCTBUS KIMHHUYCCKUM U DJICKTPOIUATHOCTUUCCKUM KPUTEPHSIM OO0JIC3HU

10. | /JwmarHo3 XBII YCTaHOBJICH COTJIACHO KImHu4YeckuM, | [la/Het
ANIEKTPOAUATHOCTUYECKUM,  TMOJJIEPKUBAIOIIUM U UMMYHOJIOTHUECKUM

KPUTEPHSIM C YKa3aHUEM KaTerOpUM JUarHo3a
11. |IlpoBenena nuddepeHManbHas IUarHOCTHKA C APYrUMH HeBpojoruyeckumd | [la/Her
3a00J1eBaHUAMU
12. |B pamkax mnaroreHeruueckoi Tepanuu | sumHuM HazHayeHa BBUWUT wmm|[la/Her
BBICOKOI03HAs! T€paIusl IIIIOKOKOPTUKOUIAMH.
13. |Ilpu HexpdextuBHoctn BBUT wmm I'K, mnposexsen BwicokooObeMHslIi | [la/Her
TepaneBTHUYECKHU Mmiazmadepes
14. |Ilpu HedheKTUBHOCTH MaToreHeTudecko Tepanuu | nuHum HaszHavewsl | [la/Her
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IIpenapaThl NaTOr€HETUYECKON Tepanuu 2 JMHUU
15. |Ouenena 3¢ ¢GeKTUBHOCTh MATOTEHETHYECKON Tepanuu ¢ nmpuMeHeHneM oteHku | [la/Her
mo mkaiam NIS, INCAT, I-RODS u CDAS
16. |Ha3nauena cummromaTrhyeckas Tepanus U HEMeAWKaMeHTO3Has Tepanus mpu |[la/Her
HE00X0IMMOCTH
17. |IlpoBeneHa MmeauuMHCKas peaOUIUTAIS Ja/Her
18. |[IpoBomuTcs mucnaHcepHOE HAOIIOJCHWE y Bpada-HEBpoJoTa ¢ Ieibio oneHkw | [la/Her
JUHAMHKU 3a00JieBaHus ¢ npuMeHeHreM oueHkH 1o mkanaMm INCAT, [-RODS u
CDAS u KoppeKIHH 0AJepKUBAIOLIEH Tepanuu
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[Tpunoxxenue Al
CocTaB paboyen rpynnbi No pa3paboTke U NnepecMoTpy KIIMHUYECKUX peKkoMeHaaLunm

1. TupanoB Muxaun AjnexkcaHApoBHY — JOKTOpP MEIMLMHCKUX HayK, akaaeMuk Poccuiickoii
Axanemun Hayk, nupexrop ®I'bHY HIIH (Mocksa);

2. I'yceB EBrenuii MBanoBuu — Bpay-HeBpouior, akaaeMuk PAH, n.Mm.H., npodeccop, 3aBenyromuit
kadempoli HEBpOJOTHH, HEHpoxupypruu U MemuiuHckor reHernkn ®I'BOY BO PHUMY wum. H.U.
[Muporosa Munsnpasa Poccuu. [Ipencenarens Beepoccuiickoro o0miecTBa HEBpPOJIOTOB;

3. CynoneBa Hatampsi AnexcaHnpoBHa — Bpad-HEBPOJIOT, Bpad (YHKIMOHAIHHON IMArHOCTHKH,
J.M.H., 4JieH-KoppecnoHAeHT Poccuiickoit Akanemun Hayk, Jupextop MHCcTHTYTa HelipopeabumuTtanuu
n BoccraHoBuTeNbHbIX TexHonoruit ®I'BHY HIIH, nayunsiii koHcynabTanT LlenTpa 3a0oneBanmii
nepudepudeckoit HepBHoU cuctemsl ®I'BHY HIIH (Mocksa);

4. Huxutun Cepreii CepreeBud — Bpady-HEBPOJIOT, Bpad (PYHKIMOHAJIBHON JAMAarHOCTUKH, I.M.H.,
npodeccop, mpeacenarenr POO "OOmecTBa CHeNMAIUCTOB 10 HEPBHO-MBIIIEYHBIM  OoJie3HsIM"
(MockBa), 3aBemyromuii kadeapoil TEHETHKH HeBposiorudyeckux 3adosieBanuit ®I'BHY "Menuko-
T€HETUYECKNI HaydHbIN HeHTp umenu akagemuka H.I1. boukoBa";

5. I'puminna Jlapest AnekcaHapoBHa — Bpau-HEBPOJIOT, Bpad PYHKIMOHAIBHOMN AUAarHOCTUKHU, K.M.H.,
CTapUIMil Hay4HBII COTPYAHUK JJabOpaTOpHM KIMHUYECKOW Helpodusmonoruu, pykooaurens Llentpa
3aboneBanuii nepudepudeckoit HepBHOU cuctembl ®I'BHY HITH (Mocksa);

6. lleBnukamoBa @apuna UnpaycoBHa — Bpau-HEBPOJIOT, J.M.H., Tpodeccop Kadeapbl HEBPOIOTHH
Kazanckoii rocymapcTBeHHOM MenunnHCKo# akanemun — ¢punuana GT'BOY IO PMAHIIO Munsnpasa
Poccun, 3acmyxennsiii Bpad Pecriyonuku TatapcTtal, akkpeIuTOBaHHBIN dkcriepT denepabHON CITyKObI
o HaA30py B cdepe 3apaBooxpaHeHus mo HeBposioruu (Kazanp);

7. 3unoBbeBa Onbra EBrenreBHa — Bpau-HEBPOJIOT, 1.M.H., podeccop kadeapbl HEPBHBIX 00JIe3HEH
u Heiipoxupypruu DenepanbHOr0 TroCylapcTBEHHOTO aBTOHOMHOTO OOpa30BaTENbHOTO YUPEXKIECHUS
BbIcIIero oOpa3oBanust [lepBblii MOCKOBCKHI TOCYJapCTBEHHBIM MEIUIIMHCKUN YHHUBEPCUTET HWMEHHU
N.M. CeuenoBa MunucrepcTsa 3apaBooxpanenus Poccuiickoit @enepamuu (Mocksa);

8. KypenkoB Amnekceil JIbBOBUY — Bpau-HEBPOJIOT, Bpau (HYHKIMOHAJIBLHON JIMArHOCTUKH, II.M.H.,
3aBeAYyIOIIMK J1aboparopueii HepBHBIX OoJyiesHe y aerer PI'AY "HarmumoHanbHBIM METUITUHCKHMA
HCCIIEA0BATEIbCKUI IEHTP 30poBbs neTei" Mun3apasa Poccuun (Mockga);

9. Paunn Anpgpeit [lerpoBuu — Bpad-HEBPOJIOT, JA.M.H., Mpodeccop, 3aMECTUTENb ITUPEKTOpa 0
HaydHOUW paboTe, 3aB. OTHEIOM HeHpopeaOWIMTalMKM W KIMHWYeCKOW mcuxonorun DOI'BY
"HannoHambHBIH  MEIMIIMHCKANA  HMCCIIEIOBATEIBCKUM IEHTP peadmwIuTanui W KypopToJjoruu"
MunuctepcTBa 3apaBooxpanenus Poccuiickoit denepamnyu (Mocksa);

10. IIpoxonenko CemeH BianuMupoBuy — Bpau-HEBPOJIOT, Bpad (PU3NUYECKON U peaOuINTallMOHHON
MEIUIMHBI, [.M.H., mpodeccop, 3aBenymomui kadeapoit HepBHbIX Oonesneir KpacI'MYVY, rnaBHblii
Herpopeadbunutonor COO, HayyHBIH PYKOBOJIUTENb CIYXObI HEBPOJIOTUU U Helipopeabunutanun OI'BY
OCHKL ®MBA Poccun, Bpau-HEBpOJIOT;

11. MBanoBa l'ammna EBrenbeBHa — Bpay QU3NUECKOW W PEaOMIUTAIMOHHOW MEIUIIMHEI,
npocgeccop, A.M.H. [Ipeacenarens OOmepoccuiickoii 00IecTBEHHON OpraHu3aluy COASHCTBUS Pa3BUTHIO
MeaunuHcko  peabmnuronorun "Coro3 peabunurtosnoroB Poccuun". ['maBHBIA crnenuamuct 1o
MEIMUUHCKOW peabunuraimu  MunsapaBa Poccuun. 3aBenyromias OTOEIOM — MEIUKO-COLMAIBHOM
peabmutauuu uncynsta HUUM LIBITul. 3aBenyromas xadenpoit meaunuHckoi peadbunutanuun OJI10
OI'bOY BO PHUMY nm. H.M. ITuporoBa Munszapasa Poccuu;

12. MapteiHoB Muxaun FOpbeBuu — n.m.H., mpodeccop, uneH-koppecnonaenT PAH mnpodeccop,
Kaeapa HEBPOJOTHH, HEUPOXUPYPTUM U MEIUIMHCKON reHetuku JIO crapmumii HaydHBId COTPYIHUK,
HWIJI cocyaucThix 3a007€BaHM TOJJOBHOTO MO3ra Ha4aJlbHUK YIIPaBJICHUs, YTIPaBIECHUE MO pealn3aluu
(GyHKIMH HAMOHAJTBHOIO MEAMLMHCKOTO HCCIIE0BATENLCKOTO LEHTPAa IO HEBPOJIOTUH, TJIaBHBIN
BHEIUTATHBIN CIIELUATIUCT HEBpoJIoT M3 PD;
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13. benosa Haranbs BsiueciiaBoBHa — Bpau-HEBPOJIOT, Bpad (PyHKIMOHATBHON JUATHOCTHKH, K.M.H.,
HayuHblil coTpyaHuk ®PI'BHY "Hayunblii neHtp HeBpojoruu'", 3amecTureib pykoBoautens Llentpa
3aboneBanuii nepudepudeckoit nepsHoit cucremsl ®I'BHY HIH;

14. bapnakos Cepreit HukosaeBuu — Bpau-HeBpouior, kanauaar mel. Hayk, @®I'b BOY BO BoenHo-
MenuuuHckas akagemus um. C.M. Kupoga.

KoH}uuKT HHTEpECcOB: OTCYTCTBYET Y BCEX WICHOB pabovel TPYIIIIbI

[Tpunoxxenne A2
MeToaonorus pa3paboTkn KNMHUYECKUX peKoMeHaauumn

[leneBas ayauTOpHs JaHHBIX KIMHUYECKUX PEKOMEHAAIINMN:
1. Bpaun-HeBposory;

2. Bpaun QpyHKIIMOHAILHOW TUArHOCTUKH;

3. Bpaun-tepaneBTsl;

4. Bpauu o01el npakTUKH (ceMelHbIe BpauH);

5. Bpauu-¢pusnorepaneBThl.

MeTo/1pl, UCHIOTB30BaHHbBIE ISl cOOpa/CeNIeKIMM J10Ka3aTeabCTB: paboyeil Ipynmnoi paccCMOTPEHbI
BCce MyOJMKaMH MO ompeaeneHnto, auarHoctuke u yedeHnto XBJIIT B mepuon ¢ 1982 mo 2020 rr.
OToOpaHbl Bce CHCTEMHBIE O030pHI MO PaHAOMH3MPOBAHHBIM KOHTPOJUPYEMBIM HCCIECIOBAHUSAM IO
neuennto XB/III, npoBeneHa olieHka ypoBHeH gocToBepHOCTH nokazarenscTB (Y /1) u yoeaurensHoCTH
pekomermanuii (YVYP). Onenka YJI m YYP Obuta mpoBeneHa B COOTBETCTBUU CO IIIKaJIaMH,
npuBeneHHbIMU B Tabmunax 1-3 [punoxkenust A2. JlutepaTypHblii MOWCK MPOU3BOIWICS B 0a3ax JaHHBIX
Medline, KoxpanoBckoii OubmuoTeke, HayuyHOU snekTpoHHON Oubmmoreke eLIBRARY.ru, Google
Scholar, PubMed. [Ins MuUHMMH3AIMM TMOTCHIHAIBHBIX OIMMOOK KakKJAO€ HCCIICIOBAHHE OIICHUBAIIOCH
HE3aBHCHUMO.

Tabmuma 1. Ilkama oOIEHKHM ypOBHEHW A0CTOBEepHOCTH aAokazarenscTB (Y/I) mis meromos

JTUATHOCTUKY (JIMAarHOCTUYECKUX BMEIIATEIHCTB)
Y Pacmudposka

1 Cucrematndeckue 0030pbl HCCICIOBAHUNA C KOHTPOJEM pedepeHCHBIM METOAOM WU
CHUCTEMaTUYECKU  0030p  pPaHIOMHU3MPOBAHHBIX  KIMHUYECKUX  MCCICJOBAaHUUA  C
MIPUMEHECHHEM METaaHaIn3a
2 OTnenbHBIC UCCICNAOBAaHHS C KOHTPOJEM pedepeHCHBIM METOJOM WM  OTICIbHBIC
PaHIOMU3HPOBAHHBIE  KIMHUYECKHE  HCCIICIOBAHMS W CHCTEMaTHYECKHE  0030pbI
HccaeaoBaHUN JII000TO JaM3aliHa, 3a HMCKIIYCHHEM PaHIOMH3UPOBAHHBIX KIMHUYECKUX
Hccaea0BaHuM, C MPUMEHCHHEM METaaHaIn3a
3 HccnenoBanuss 0€3  IMOCJIEIOBATEILHOTO  KOHTPOJS  pedepeHCHBIM  METOJOM  WJIN
UCCIEeI0BaHUS ¢ peepeHCHBIM METOJIOM, HE SIBIISIOLUIUMCS HE3aBUCUMBIM OT HCCIEAYEMOTO
METOJla WM HEPaHJOMHU3UPOBAHHBIE CPABHUTENbHBIE HCCIEIOBAHUS, B TOM YHUCIE
KOTOPTHBIE UCCIIEIOBAHUS
4 HecpaBHuTenbHbIE UCCIIEI0OBAHMNS, ONTMCAHNE KIMHUYECKOTO Cllydast
Nwmeetcs nuis 000CHOBaHME MeXaHU3Ma JCMCTBHS UM MHEHHE DKCIIEPTOB

(6}

Ctpanuua 25 u3 48



KnuHnyeckne pekomeHgauum — XpoHuyeckas BocnanuTernbHas AeMuenHuavpytoLlas nonupagukynoHenponartusa — 2024-2025-2026
(24.10.2024) — YT1BepxaeHbl MuHagpasom PO

Tabmuma 2. Illkama oreHkM ypoBHEH nocTOBepHOCTH mokazatenbetB (YJI) mms meromos
npo(UIaKTUKY, JIeUYeHHss M peadbunutauu (MpouiIakTHYECKHX, Je4eOHBIX, peabuIUTAIMOHHBIX
BMEIATENILCTB)

Y PacmmdpoBka

1 Cucrematnueckuii 0630p PKU ¢ npuMeHeHnem MeraaHannsa

2 Otnenbabie PKM u  cucremarnueckue o0030phl HUCCIIENOBAHUM JIO0OTO au3aiiHa, 3a
ncxioueHnem PKH, ¢ npuMeHeHneM MeraaHainsa

3 Hepaniomu3upoBaHHble CpaBHUTENIbHBIE UCCIIEI0BAHUS, B T.4. KOTOPTHBIE UCCIEAOBAHUS

4 HecpaBHuTenpHble HccieI0BaHUS, ONUCAHUE KIMHUYECKOIO Cilydas WM CEPUM CIy4aes,
uccaeaoBaHus "'ciydai-KOHTPOJIh"

5 Nmeercst nuimbe 000CHOBaHME MEXaHW3Ma JCHCTBUS BMEIIATEIbCTBA (JOKIMHUYECKUE

I/ICCJ'IGI[OBaHI/Iﬂ) HJIM MHCHUC DKCIICPTOB

Tabmuma 3. Illkana oneHku ypoBHeW yoOenutenbHocTH pexkomenaauuid (YVYP) mns meronos
NpOo(QUIAKTUKH, JUArHOCTHKHU, JI€UYeHUs U peadunurtanuu (MpopUIaKTUUYECKUX, IUArHOCTHYECKUX,
J1e4eOHbIX, peabUINTAIIMOHHBIX BMENIATEIbCTB)

YVYP PacmmmdpoBka

A CunpHas pexkoMeHJanusi (Bce paccmaTpuBaeMble Kputepu 3(G(GEKTHBHOCTH (HMCXObI)
SBIISTIOTCSI BaXHBIMH, BCE WCCIEIOBAaHHUS WMEIOT BBICOKOE€ WJIH YIOBJIETBOPUTEILHOE
METOJIOJIOTHYECKOE KadeCTBO, WX BBIBOJBI TI0 HMHTEPECYIOIMIMM HCXOJaM  SIBISIFOTCS
COTJIAaCOBAHHBIMH)

B VYcnoBHas pekoMeHmanus (HE BCe paccMaTpuBaeMble KpUTepuu 3(PPEKTUBHOCTH (MCXOMIBI)
ABIISIIOTCSL BAXKHBIMHM, HE BCE MCCIEIOBAHUSA HMMEIOT BBICOKOE WM YIOBJIETBOPUTEIIBHOE
METOJI0JIOTMYECKOE KaueCTBO W/WIIM MX BBIBOJBI IO MHTEPECYIOLUIUM HCXOJaM HE SBISIOTCA
COTJIACOBAHHBIMH )

C Cnabass pexomeHpmarusi (OTCYTCTBHME JOKAa3aTeIbCTB HAJUICKAIIErOo KadecTBa (BCE
paccMmarpuBaemblie KpuUTepun dPGEKTUBHOCTH (MCXOJBI) SBJSIOTCS HEBAXKHBIMH, BCE
UCCIIEIOBAaHUS UMEIOT HU3KOE METOJ0JIOMUECKOE KaUeCTBO U UX BBIBOJIBI 110 MHTEPECYIOLINM
HCX0J1aM He SBJISIOTCS COTJIaCOBAaHHBIMM)

Mopsaaok 0OGHOBNEHUSI KNMMHUYECKUX peKoMeHaauumn

MexaHu3M OOHOBJICHHS KIMHUYECKMX PEKOMEHIAIMHA IPEeIyCMaTPUBACT HMX CHCTEMATHYECKYIO
aKTyaJIM3allMI0 — HE PEKE YeM OJIMH pa3 B TPH roJia, a TAKXKe MPH MOSBJICHUHA HOBBIX JAHHBIX C TO3HIIHH
JIOKa3aTeIbHONH MEJMIIMHBI 110 BOMPOCAM JUATHOCTHKH, JICYCHHS, NPO(PHIAKTUKH WU peaduIMTaIliN
KOHKPETHBIX 3a00JICBaHMA, HATMYUN OOOCHOBAaHHBIX JOIMOJHEHHI/3aMEYaHUN K paHee yTBEPIKICHHBIM
KP, Ho He yamie 1 pa3a B 6 Mecs1eB.

[Tpunoxenne A3
CnpaBquble MaTepuanbl, BKn4vasa cooTBeTcTBUE NoKasaHum K npUMeHeHUNo n
NpPOTUBONOKa3aHUN, CNOCOOGOB NPUMEHEHUSA U [,03 NIeKapCTBEHHbIX NpenapaTos,
MHCTPYKLMM NO NPUMEHEHUIO NIeKapCTBEHHOro npenapara
IIpukaz MunsapaBa Poccunm ot 24.12.2012 N 15371 "OOG yTBep)KIeHMH CTaHAapTa

CHEUAIN3UPOBAHHON MEIUIMHCKON HIOMOIIH pu XPOHUYECKON BOCHAJINTEIILHON
JeMUEeIMHU3UpYolel noauHeBponatun” (3apeructpupoBaHo B Munrocte Poccun 01.04.2013 N 27954).
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OuarHoctnyeckue kputepun XBAMN

Ha3Banue Ha pycckom sibike: "PykoBoactBo EBpomeiickoit akamemun HeBposorun/OOmecTBa
3a00JieBaHM MEPUPEPUICCKUX HEPBOB IO JAUATHOCTUKE M JICYCHUIO XPOHUYECKOW BOCHATUTEIHLHOM
JNEMUETUHU3UPYIONICH MNOJMPAAUKYIOHEHPOIaTUH: OTYET COBMECTHOM pabouell Tpynmbsl — BTOpPOM
nepecMoTp"

OpurunanbpHoe Ha3zBanue (ecau ectp). "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™

Hcrounuk (opuuuansHbli caiiT pa3paboTyukoB, myonukaims ¢ Banuaanueid): 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 (mogyepkHyTH):

1IKaj1a OII€HKU

HUHICKC

BOIIPOCHUK

npyroe (YTOYHHUTb): KpUTEPUH TUArHOCTUKHU

KIIMHUYECKUWE KPUTEPUU XBAII

Tunnunas XBIT Bce HuxenepedncieHHbIe TPU3HAKHY:

- IIporpeccupyromniasi v penuIMBUPYIOLIasi, CAMMETPUYHAs, IPOKCUMAaIbHAs U
JUCTalbHAsl MbllIeyHas c1a00CTh BEPXHUX M HIKHUX KOHEYHOCTEH, U
CEHCOPHBIC HAPYILICHUS, 110 KpailHEl Mepe, B IByX KOHEYHOCTSIX;

- [IporpeccupoBanue HapylIeHUM B TCUCHUE HE MEHEE 8 HE/lelIb;

- OTCyTCTBHE WUJIM CHIDKEHUE CYXOXKIJIBHBIX PE(IIEKCOB BO BCEX KOHEUHOCTSIX.
Bapuanter XB/II1 OnHO W3 HIKENEPEeYUCIEHHOT0, HO B OCTaJbHOM — HAJIMYHUE IPU3HAKOB
tunmaHort XBJIIT (cyxoxuiabHbie pediieKChl MOTYT OBITh COXpPaHHBIMH Ha
HENOPKEHHON KOHEYHOCTH)

- HucranpHas XBJIII: HapymieHne 4yBCTBUTEIBHOCTH M MBIIICYHAs CIa0OCTh B
JUCTAJIbHBIX OT/EJIaX NPEUMYIIECTBEHHO HUKHUX KOHEUHOCTEN;

- Mynetudoxkansuas XBJIII: HapyimieHHe 4YyBCTBUTEIBHOCTH M MBIIICUHAS
cnabocTh Kak MpU MHOKECTBEHHON MOHOHEHpomnaTtuu (MyIbTU(OKAIBHBIHI
naTTepH), AacCHUMMETPUYHBIE HapylIeHUs ¢ TNpeodlaJaHueM B  BEPXHUX
KOHEYHOCTSX, 00JIee YeM B OJTHOM KOHEYHOCTH;

- ®okanpHas XB/IIl: HapyiieHne 4yBCTBUTENBLHOCTH M MbIIIeUHasi Cl1abOCTh
TOJIBKO B OJIHOM KOHEYHOCTH;

- Motopuas XBJII: nBuratenbHble HapylleHUs (BsUIbI TeTpa- WM HIDKHUN
naparapes) 6e3 HapyIIeHH YyBCTBUTEILHOCTH;

- Cencopnas XB/III: monuHeBpUTHYECKHE UYYBCTBHUTENIbHbIE HapylleHHUs Oe3
MBIIIEYHON CIIa00CTH.

DJIEKTPOIAMATHOCTUYECKUE KPUTEPUUN XB/II1

Kpurepuu npoBeseHusi 10 MOTOPHBIM BOJIOKHAM

(1) HocToBepHbie MpU3HAKU AEMUETHHU3AIIT

HaJIM4YMe OJTHOTO U 0OJiee U3 MePEeUHCICHHBIX HIKE MPU3HAKOB:

(a) yBenmueHue OUCTANBHOW JaTeHTHOCTH M-oTBeTta Ha >= 50% OT BepXHEH T'paHUIBI HOPMBI TPH
UCCIeI0OBaHUM 2 1 0oJiee ABUTATEIbHBIX HEPBOB (MCKIIOYUTH KapradbHbI TYHHEIbHBIH CHHAPOM ); WIH
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(b) cHmxKEeHHE MOTOPHOH CKOpOCTH TpoBeneHus Ha >= 30% OT HIDKHEH T'paHUIBI HOPMBI TIO JBYM H
OoJiee ABUTaTEIBHBIM HEPBAM; WIIH

(c) yBenmuenue nareHTHOCTH F-BoH Ha >= 20% 0T BepxHell TpaHHIIbI HOPMBI B 2 U OoJiee HepBax (MU
Ha >= 50%, ecnu amruuTyaa auctaabHoro M-otsera < 80% OT HUKHEW I'pPaHULbI HOPMBI); WU

(d) orcyrctBue F-onn B 2 m Oosiee HepBax (ecid NpH HMCCICIOBAaHMM STHX HEPBOB aMILIMTYIA
mucranbHoro M-oteeta >= 20% OT HIDKHEH I'paHUIBI HOPMBI) + > | Mpu3HaK AeMUeTUHU3aMA B > 1
JIPyroM HEPBE; WIH

(e) moropubii Onok mpoBeneHus: > 30% CHIWKEHHWE aMIUTUTYIbl MpOKCUMaibHOro M-oTBeTa MO
CPaBHEHHUIO C JUCTAJILHBIM (MCKII0Yasi 001bI1e0epLIOBBIM HEPB) MPU aMILIUTYAE JUCTaIbHOTO M-0TBeTa
> 20% oT HIDKHEH TrpaHUIBl HOPMBI B 2 U Oosiee HepBax Wi B | HepBe mpu Hamuuuu > | mpu3HaKa
JIeMUEITMHU3aIUH (KpoMe oTcyTcTBUs F-BosH) B > | npyrom HepBe; Wi

(f) maronoruueckas TemnopansHas aucrepcus: > 30% yBenudeHue JIUTETbHOCTH TPOKCUMAIbHOTO M-
OTBETA 110 OTHOIICHHUIO K AUCTAILHOMY B > 2 HEpBaXx; WU

(g) UMTENBHOCTh AUCTAFHOTO M-0TBeTa (MHTEpBAJ MEXAY HadalloM NEpBOTO HETaTUBHOTO THKa U
BO3BpAIllEHHEM €ro K U30JIMHIH) yBeIH4YeHa B > | HepBe + > | mpu3HaK AeMUueNIMHU3aIMA B > 1 1pyrom
HEpBe:

- (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 mMc, 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 MpU3HAKU AEMHUEITUHU3ALUU:
7r000# U3 PU3HAKOB, NIepeurciicHHbId B (1), HO BBISBICHHBIN TOJBKO B 1 HEpBE

[Ipumeuanue 1. DT KpUTEPHUH ONPEICIICHBI TPH MCIOJB30BAaHUM YacTOTHI (PHIIBTpA B IUAIa3oHe OT 2
I'm mo 10 k[’ ang Bcex mapamMeTpoB 3a UCKIIOYEHUEM YBEJIMYEHUS JIUTEIBHOCTH AMCTaIbHOTO M-
OTBETA, T/I€ M3MEHEHUs Pa3IM4YHbl MPU 4YeThipeX HIkHUX 4actoT ¢unbrpa (LFF) 2, 5, 10 u 20 I'm.
TemmepaTypa K0XHU BO BpeMs UCCIIEIOBAHUS JTOJDKHA MOJJIEP)KUBATHCA HA YPOBHE JIaJIOHH HE MEHBIIE
33 °C, Ha ypoBHE Hapyx HOMU JIOAbDKKK He MeHble 30 °C.

[Ipumeuanne 2. OObeM HCCIEIOBAHUS MPOBOJAIIECH (YHKIIMH MOTOPHBIX BOJIOKOH (KOJHMYECTBO
HEPBOB, KOTOpPbIE HEOOXOIMMO HCCIIEI0BATh; UCCIIEJOBAHHE B TPOKCUMAIIbHBIX OT/IENIAX):

- Qs aHalM3a KPUTEPHEB TECTUPYIOTCS CPEAMHHBIN, JIOKTEBOM (CTUMYIUPYETCS HIKE JIOKTS),
MaJIoO0EpIIOBBIN (CTUMYJIMPYETCS HUKE TOJIOBKH MaJOOEpIIOBOM KOCTH) M OOJIBIICOEPIIOBBIA HEPBBI C
OJIHOM CTOPOHBI;

- €CIIi KPUTEPUU HE BBIMOJHSIOTCS, T€ € HEPBbI UCCIEAYIOTCS C APYroll CTOPOHBI U/WJIM JIOKTEBOU U
CPEIVHHBIA HEPBBI CTUMYJIHPYIOTCS B NMPOKCHUMAIBHBIX OTAeNax (Ha ypOBHE IUIeYa, MOJMBIIIEYHOM
BIIAJIUHBI U B TOUKE Dpoa);

- OJIOK MPOBENCHUS WU 3aMeJICHHEe MOTOPHOM CKOPOCTH MPOBEACHUS HE YUYUTHIBAIOTCS M0 JIOKTEBOMY
HEpBY Ha YPOBHE JIOKTS U 10 MaioO0epIIOBOMY HEPBY Ha YPOBHE KOJIEHHOTO CYCTaBa;

- MEeXJIy TOYKON Jpba M 3amsicTbeM He0OXOIMMO YMEHbIIIEHHUE aMILUIUTY bl M-0TBETa He MEHBIIIE YeM
Ha 50% nans Bepudukanuu 6J10Ka MPOBEICHUS 10 JIOKTEBOMY M CpeAMHHOMY HepBaM. [Ipu ctumynsuuu
CPEIMHHOTO HEpBa B MPOKCUMAIbHBIX OTAENaX CienyeT u30erarb COMYTCTBYIOIIYIO CTUMYJSIUIO
JIOKTEBOTO HEPBa, MOXKET MOTPEOOBATHCS TEXHUKA KOJUTM3HUH ISl YCTPAaHEHHUsT YUacTHs JIOKTEBOTO HEpBa
B oOpa3oBanuu M-otBeta, peructpupyemoro ¢ m.APB (1o He ¢ m.FCR)

- IpU HAJMYUH MOTOPHOTO OJIOKA MPOBENEHUs MO JOKTEBOMY HEPBY Ha YPOBHE MpEAIUICYbs CIETyeT
UCKITIOYUTHh aHacToMo3 MaptuHa-I'pybepa ¢ MOMOIIbIO CTUMYISIIMU CPEIMHHOTO HEpBa B JIOKTEBOM
saMke (oTBeAeHne ¢ m.ADM);

- TpU HaJUYUKU MOTOPHOTO OJIOKa MPOBEAEHHUS MO CPEAMHHOMY HEpPBY Ha Mpelruiedybe HeoOXO0IUMO
UCKITIOYNTh y4acTHE JIOKTEBOTO HepBa B OOpa30BaHMU TUCTAILHOTO M-OTBEeTa MpU CTUMYISIMH Ha
3arsCThE;

- €ClId aMIUIMTYAbl JUCTaNIbHBIX M-OTBETOB pe3ko cHukeHbl (< 1 mB), cienyer perucrpupoBaTs M-
OTBETHl C MPOKCHUMAJBHBIX MBIII, WHHEPBUPYEMBIX MalloOEPIIOBBIM, CPEAMHHBIM, JOKTEBBIM WIIH
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JIY4CBbIM HCpBaMHU.

Kpurepuu nposeneHns 1o CECHCOPHBIM BOJIOKHAM

(1) XBJIL:

- HapylleHUEe CEHCOPHOW MPOBOAUMOCTU (YBEIMYEHHE JATEHTHOCTH WM YMEHBIIEHHE aMILIUTYAbI
CEHCOPHOTO MOTEHIIMAJIa, WIIM 3aMe/IJICHHE CEHCOPHOW CKOPOCTH MPOBENICHHsI) B ABYX U 0o0Jiee HepBax

(2) Bo3zmosxnas XB/II:

- kaK B (1), HO TOJIBKO B OJTHOM HEPBCE;

- npu cencopHod XB/IIl ¢ HOpMambHBIMH TapaMeTpaMu HCCIECJOBAHUS TPOBOAALICH (YHKIUU
MOTOPHBIX BOJIOKOH JIOJDKHBI IPUCYTCTBOBATH &) MK D):

a) CHIDKEHUE CEHCOpPHON ckopocTH mpoBefeHus < 80% OT HMKHEN I'paHUIbl HOPMBI (MPU aMIUIUTY/IE
ceHcopHoro norexuuana > 80% ot HIKHEN rpaHuiibl HOpMbl) WM < 70% OT HWKHEN IPaHULBI HOPMBI
(npu amruutyne ceHcopHoro noreHnuana < 80% OT HM)KHEN I'paHUIbl HOPMbI) KAK MUHUMYM B JIBYX
HepBax (CpeMHHOr0, JIOKTEBOTO, JIy4€BOTO, HKPOHOKHOTO), WIH

b) maTTepH MHTAaKTHOCTH UKPOHOKHOTO HepBa (0T aHriI. sural sparing pattern) (I3MEHEHHE TTapaMeTPOB
CEHCOPHOTO MOTEHIMaIa CPEAUHHOTO WM JIy4EBOTO HEPBOB MPU HOPMAJILHBIX IapaMeTpax CEHCOPHOTO
MOTEHIMaJIa HKPOHOKHOTO HEpBa) (MCKIIFOUNTH KapIaIbHbBIH TYHHEIBHBIA CHHIIPOM).

[Ipumeuanue 1. Temneparypa KOXXHM BO BpeMsl MCCIEIOBaHUS JIOJDKHA MOJAJEPKUBATHCS HAa YPOBHE
nmanoHu He MeHble 33 °C, Ha ypoBHE HapyXHOU J0apbkKH He MeHblie 30 °C.

[Ipumeuanue 2. CHWKEHHE aMIUIMTYAbl CEHCOPHOTIO MOTEHIMAIA MKPOHOKHOIO HEpBA OTMEYAETCS Y
JIUI] CTapIliero BO3pacTa, B CBSI3W C Y€M PEKOMEHJAYETCS HCIOJIb30BaTh BO3PAcTHbIE HOPMBI IPHU
HcclieloBaHuu Jull crapiie 60 Jier.

ITOJAEPXXNBAIOIINE KPUTEPUM XB/I1

(a) OObeKTUBHBIH OTBET Ha TMATOTCHETHYECKYIO Tepanuio (BHYTPHUBEHHYIO BBICOKOJIO3HYIO
MMMYHOTEPAIHIO, BEICOKOOOBEMHBIN u1azmadepes, ToKokopTukouasl) (GPP)

OTBeT Ha Tepamuio CJIEIyeT OLCHHBATh OOBEKTUBHO IO IIKAJIAM WHBAIMIW3AIMU M JIBUTATEIBHBIX
HapymeHuid. OTCyTCTBHE yiydllleHHs mocie Tepanuu He wuckimouaer XBJII, Tak ke kak u
MOJIOXKUTEIBLHBIN OTBET Ha JICUCHHE HE sBsieTcs crienubuaabiM 11t XBJIIT.

Crnenyromasi ITWHAMHKa TIO IIKajJaM MOXET OBITh HCIIOJh30BaHA B KIWHUYECKOW TPAKTHUKE Kak
JI0Ka3aTelIbCcTBO OTBETa Ha JieueHue: o mkaine [-RODS: + >= 4 6amnos, mo mkane INCAT disability
scale: + >= 1 6amn; mo mkame MRC sum score (0-60): + >= 2 no 4 6aji1oB.

(b) Buzyanuzamus (GPP)

Y bpTpazBykoBo€ Hcclie0BaHNe eprudepruuecKuX HEPBOB:

UCCIeIOBaHUE HEOOXOUMO IPOBOAUTD Y B3POCIBIX MAlMEHTOB, YAOBIETBOPSAIOIIUX AUATHOCTUYECKUM
kputepusiM "Bo3moxkHOI", a He "noctoBepHon" XBJIII. Jlns XBJIII xapakTepHo:

- yBenuyenue riomaau nomepeunoro cedenus (I11C) mo kpaiineit Mepe B ABYX TOYKaX MCCIEAOBAHUS
CPEIMHHOTO HEpPBa B MPOKCUMAIbHBIX OT/ETIaX U/WUIM CTBOJIOB IjIeueBoro cruierenus: ysenuuenue [111C
cpenuHHOrO0 Hepsa > 10 mMm? Ha npeamieube M > 13 Mm? Ha mieue, yBenuuenue IIIIC cTBOJIOB
IJIEYEBOro CIUIeTeHHs > 9 MM? B MEKIECTHMYHOM MpocTpaHcTse, yBenumuenue INTIC crMHAIbHBIX
HepBOB > 12 MM?

MarHI/ITHO-pCSOHaHCHaﬂ TOMOFpaCI)I/IH IJICYCBOI'O CIIJICTCHMA .

UCCIIeIOBaHNE HEOOXOIMMO NMPOBOAUTE Y B3POCIBIX MAIIMEHTOB, YAOBIETBOPSIOLIMX JUArHOCTUYECKUM
KpuTepusaM "Bo3MoxHO", a He "noctoBepHoi" XBJ/III. [lna XB/III xapaktepHo:

- YBEJIMYEHHUE W/WJIM MOBBIIIEHHAs WHTEHCUBHOCTH CHI'Hajla OT HEPBHOTO(-bIX) Kopemika(-oB) Ha T2-
B3BemaHHblx MP — wuzoOpaxenusx (DIXON/STIR, kopoHanbHble + caruTTajbHbIE IJIOCKOCTH).
[IpenmoururenbHa KOJMYECTBEHHAs! OLIEHKA Pa3MEpPOB KOPEIIKOB CIIMHHOMO3TOBBIX HEPBOB (AMaMETp
HEPBHOTO KOpEIIKa HEMOCPEICTBEHHO PSAAOM C TaHIVIMEM, U3MEPSAEMBIH KaK BBICOTAa B KOPOHAJIBHOMN
IJIOCKOCTH CO 3HAYEHHUEM > 5 MM), WM HOJYKOIMYECTBEHHAs OLIEHKA N3MEHEHUN KOPEIIKOB U CTBOJIOB
CIIMHHOMO3IOBBIX HEPBOB C HCIIOJIb30BAHUEM CIEAYIOUIMX KaTErOpHil: HOpMajbHBIE, BO3MOYHO
VU3MEHEHHBIE, IOCTOBEPHO U3MEHEHHBIE.
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[Ipumeuanue: wu3meHeHus, BbisABIeHHble Tpu Y3 u MPT HeBpaldbHBIX CTPYKTYp, HEOOXOIUMO
OLICHUBaThb B COBOKYIIHOCTH C pe3ylbTaTaMH JAPYruX OOCIeIOBaHUM, NPU HUCKIIOUYCHHH TaKUX
3aboneBanmii, kak MMH, nemuenunmsupytonme HMCH, mnapanporemHeMuyeckue HEHpONaTHH,
POEMS-cunnpom,  numabetudeckass — pajWKyJIOIUICKCONIATHS,  aMHJIOWJHAS  TOJHHEUPOATHSA,
HEBpaJITrnyecKas aMuoTpous, Jenpo3Has HeilponaTtus, Helipodubpomaros wim HeHpoImMpoMaTos.

(c) Ananu3 cnuHHOMO3roBoi )kuakoctu (GPP)

He pexomeHnyercs npOBOJUTH AaHAIU3 CHUHHOMO3IOBOW MKHMJKOCTH, €CJIM JWarHo3 OYEBUJAEH II0
JAHHBIM JIPYTHX METOJ0B 00cienoBaHUi. AHaIN3 CIMHHOMO3TOBOM >KMJIKOCTH CJIETYET BBIIIOJIHATH B
CIIEYIOIUX CIy4asx:

- MALIMEHTBI, YOBJIETBOPSIOT AUarHOCTUYECKUM KpuTepusM "Bo3moxHoi" XBJIIIL;

- B CIIy4yasix OCTPOTO WJIM MOJIOCTPOTo Hayasa 3a00J1eBaHus;

- xorga npu XB/II1-no100HOM cMMOTOMATUKU MO03pEBAeTCsl MHPEKIMOHHBINA WM 3JI0Ka4€CTBEHHBII
reHe3 HAPYIIECHUHN.

[ToBeilIeHNe ypoBHsI O€lKa B JIMKBOPE CIIEIYET HHTEPIPETUPOBATH OCTOPOKHO IIPHU HATTMUUU CaXapHOTO
nuabera. CrelyeT HCIONb30BaTh BO3PAaCTHbIE HOPMBI YpOBHS Oe€lika B JIMKBOpE, Ul KOHCTaTallMH
MOBBIICHUS OeJiKa y MAIMEeHTOB CTapIIero Bo3pacTta UCmoJib3oBath: >= 0,5 /11 B Bo3pacrte 1o 50 ner u >
0,6 v/n B Bo3pacte crapiie 60 Jsier.

(d) buoncust nepsa (GPP)

He pexoMenmyercs mpoBOAUTH OMOIICHIO HEPBA, €CJIM TMArHO3 OUYEBHJICH TI0 JIAHHBIM JPYTUX METOJIOB
oOcnenoBanuil. buorcuio HepBa cieayeT BBHITOIHATD B CISAYIOMIMX CIydasX:

- B chyuasx, korga XBJIII momo3peBaercs, HO HE MOXKET OBITh TMOJATBEPKIACHA KIMHUYCCKUMU,
a00paTOPHBIMU, BU3YATU3AIIMOHHBIMU U JIEKTPOIUATHOCTHUYECKUMHU METOJaMH HCCIICTIOBAHNS,

- mpu XB/II1-mogo6HBIX HeliponaTHsIX, OTCYTCTBUU OTBETA HA MATOTCHETUYECKOE JICUCHUE, MTOA03PEHUN
na HMCH, amunono3, BaCKyJIuT, CAapKOHI03 WK HeHpopudpomaTos.

Jms XBJII xapakTtepHsl cieayromue MOpP(OJIOTHYECKHe HW3MEHEHHUs: O0O0pa30oBaHUsA 10 THITY
"TyKOBUYHBIX TOJIOBOK', TIPU3HAKK TEPUBACKYJISIPHOTO BOCIHAJIEHUs, CEerMEHTapHas Makpodar-
VMHYLIMPOBAaHHAs AEMHUEINHN3aLMs, AaKCOHAJIbHAS JETeHepallnsl, pEMHUEIUHU3ALMS.

KPUTEPUU UMMVYHOJIOTMYECKOI'O TECTUPOBAHIA ITPY XBI1

Onektpodope3 OETKOB CHIBOPOTKH U MOYM ¢ UMMYyHOuKcaruel (M-TpaaueHT), ucciaeI0BaHue JIETKUX
1erel HeoOXOoAMMO MPOBOANTH Y Beex marueHToB ¢ XB/II1

VY nanuenToB ¢ auctanbHbiM Bapuantom XBJII, ipu orcyrctBun IgM nmapanporeMHeMHUH U OTCYTCTBUU
anTuten npotuB MAG, cienyer pacCMOTPETh BOBMOKHOCTh TTIOBTOPHOTO TECTUPOBAHHUS.

UccnenoBanue ypoBHs (akropa pocta supotenus cocynoB (VEGF) B cbIBOpoTKe MOKa3aHO MalMeHTaM
C JMCTaJbHBIM BapHaHTOM OOJIE3HH U HAJIMYMU HEMPOMATUYECKOTO OO0JIEBOrO CHHAPOMA, Y KOTOPBIX
oOHapyxeHa maparnporennemus IgA wnu IgG, acconumpoBaHHas ¢ cekpeluen JIerkoi Lenu JaMoaa,
ripu noao3penun Ha POEMS-cunapowm.

TeCTI/IpOBaHI/Ie Ha aHTUTCJIa K HOAAJIbHBIM M IIapaHOJAJIbHbBIM aHTUI'CHAM

VY nauuentoB c¢ knuHudeckuM ¢eHotunom XBJIII TectupoBanue Ha antutena antu-NF155, antu-
CNTNI, antu Casprl, antu-NF140/186 npoBoauTh B ciiydae:

- OTCYTCTBHSI OTBETa HA BBICOKOJIO3HYKO BHYTPUBEHHYIO UMMYHOTEPANHUIO U BBICOKOJIO3HYIO TEpaIUIO
I'K;

- IPY OCTPOM HITH MOIOCTPOM J1e0IOTE;

- BBIPQXKEHHOM CEHCUTUBHOM aTaKCHU, MPEUMYIIECTBEHHO JUCTANBHOM clabocTu;

- BOBJICUEHHSI IBIXATEIIbHBIX MBIIII U IOPAKEHUSI YEPEITHBIX HEPBOB;

- COIYTCTBYIOILEr0 HEPPOTUYECKOTO CUHIPOMA;

- 0YEHb BBICOKOTO YPOBHS O€IlKa B TMKBODE.
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KaTteropuu gnardHosa XB[rI

Tunnunas XBII1

JlocToBepHas

- KinuHnueckue xkpurepun + 3JIEKTPOAUArHOCTUUYECKUE KPUTEPHUM MPOBEICHUS
110 MOTOPHBIM BOJIOKHaM B JIByX HEPBax + AJIEKTPOJUArHOCTUYECKUE KPUTEPUU
MIPOBEJICHHS IO CEHCOPHBIM BOJIOKHAM B JBYX HEPBaX; WUJIU

- Bo3MOxHO TtunuyHasg XBJIII + kak MHUHUMYM JBa NOJACPKHBAIOIIUX
KpUTEpHUs

Bosmoxxuas

- Kiimanueckue kpurepun + 3JIEKTPOAMArHOCTHYECKUE KPUTEPUU NPOBEACHUS
110 MOTOPHBIM BOJIOKHAM B OJTHOM HEpBE + 3JIEKTPOJUArHOCTUYECKAE KPUTEPUN
IIPOBEJICHMS 110 CEHCOPHBIM BOJIOKHAM B JIBYX HEpBax; UiIU

- Kiunuueckne kpurepum + OTCYTCTBYIOT xapakrtepHsle it XBJII
JJIEKTPOINArHOCTUYECKUE KPUTEPUH MPOBEIEHUS MO0 MOTOPHBIM BOJIOKHaM B
OJHOM HepBe + DJIEKTPOJAMATHOCTUYECKHE KPUTEPUM IPOBEACHUS IO
CEHCOpPHBIM BOJIOKHaM B JIByX HepBax + OOBEKTUBHBIM OTBET Ha
MATOT€HETUYECKYIO TEPANUIO + OJWH NOAICPKUBAOIINN KPUTEPHUI

Hucranenas XB/II

JlocToBepHas

- Knuanueckue kputepun + 3JIEKTPOAUArHOCTUYECKHUE KPUTEPHUH MPOBEICHUS
110 MOTOPHBIM BOJIOKHAM B JByX HEPBax + 3JIEKTPOIMATHOCTUYECKUE KPUTEPUHU
MPOBEJICHUS 110 CEHCOPHBIM BOJIOKHAM B JIBYX HEPBAX; WU

- BO3MOkHO guctanpbHas XB/Il + kak MUHMMYM JBa TOJAEPKHUBAIOIINX
KpUTEPUS

Bosmoxuas

- Kiimanueckue kputepun + 3J1€KTPOINAarHOCTUYECKHE KPUTEPUU MPOBEACHUS
M0 MOTOPHBIM BOJIOKHaM B OJIHOM HEpPBE PYKH + 3IEKTPOJAUATHOCTUYCCKHE
KPUTEPHUH MPOBEACHUS TI0 CCHCOPHBIM BOJIOKHAM B OJTHOM HEpBE; HITH

- Kinmanveckne KpuTepuu + 3IIEKTPOAHArHOCTHYSCKHE KPUTEPUU TPOBEIACHUS
M0  MOTOPHBIM  BOJIOKHAM  TOJBKO B  JBYX  HepBax Hor =+
AIIEKTPOMATHOCTHYECKUE KPUTEPUH MPOBEACHUS 10 CEHCOPHBIM BOJIOKHAM B
JIBYX HEepBax (TOAIEPKUBAIONINE KPUTEPUHU HE UCTIOJIB3YIOT)

MynbTrdoKaNbHAS UITU

doxanpnas XBI1

JocToBepHast

- Knmunnueckue xkputepuu + 3JI€KTPOIUArHOCTUUECKUE KPUTEPUU MPOBEACHUS
10 MOTOPHBIM BOJIOKHAM B JIBYX HEpBax + 3JEKTPOJUArHOCTUYECKUE KPUTEPUU
MPOBEJCHUS M0 CEHCOPHBIM BOJIOKHAM B JIBYX HEPBaXx; WU

- BO3MOXHO MyibTH(OKanbHass win (pokampaas XB/II + kak MUHUMYM JBa
MOIJICPIKUBAIOIIUX KPUTEPUS

Bosmoxxuas

- Kiinanueckue kpurepuu + 3J1€KTPOJAMAarHOCTUUECKUE KPUTEPUU MPOBEACHUS
110 MOTOPHBIM BOJIOKHAM B OJIHOM HEpBE + 3JIEKTPOJUArHOCTUYECKUE KPUTEPUU
IIPOBE/ICHMSI TI0 CEHCOPHBIM BOJIOKHAM B JIBYX HEPBAX;

- @okanpHasgs XBJIII ¢ cOOTBETCTBHEM KIMHUYECKAM KpUTEpUsIM +
3JIEKTPOINArHOCTUYECKUE KPUTEPUU MPOBEIEHUS MO MOTOPHBIM BOJIOKHAM B
OJHOM HepBe + D3JIEKTPOJAMATHOCTUYECKHE KPUTEPUH MPOBEIACHUS IO
CEHCOPHBIM BOJIOKHaM B OJHOM HepBe (MOIICPKUBAIOUIUE KPUTEPUH HE
UCTIOJIB3YIOT)

Motopuas XB/II

JocTtoBepHas

- Knnanueckue kputepuu + 31€KTPOJIMArHOCTUUECKUE KPUTEPUU MPOBEACHUS
II0 MOTOPHBIM BOJIOKHAM B JIByX HepBax + HOPMAaJbHbIE IAPAMETPHI
uccienoBaHus 4 CEeHCOPHBIX HEPBA; WU

- BO3MOXHO MotTopHas XBJIII + kak MUHHMYM JBa M[OJJIEPKUBAOLINX
KPUTEPUS

Bosmoxxuas

- Kimmanueckue KPpUTCPUU + QJICKTPOANATHOCTUYCCKUC KPHUTCPUN MPOBCACHUSA
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II0 MOTOPHBIM BOJIOKHAM B OJHOM HEpPBE + HOPMAJBHBIE I1APAMETPHI
nccie0BaHus 4 CEHCOPHBIX HEPBA;

IIpeumymectBenno moropHas XBJ/III: kak npu motopHoit XB/III, HO ¢ HanuuueM HapyLICHWN NpH
HCCIIEA0BAHUN JIBYX CEHCOPHBIX HEPBOB

Cencopnas XBJII1

Bosmoxnas - Kiimanueckue kpurepun + 3J1€KTPOJAMArHOCTHYECKUE KPUTEPUU NPOBEACHUS
[0 CEHCOPHBIM BOJIOKHaM (IOJCPKUBAIOLIUE KPUTEPUU HE HCIOJB3YIOTCS).
[IpoBoasmast (QyHKIMS MOTOPHBIX BOJIOKOH JIOJDKHA OBITh HOPMaJIbHOW
MUHUMYM B YETBIPEX HEPBAX

[IpenmymectBenHo cencopnas XBJII1T

Bosmoxnas - Kiimanueckue kputepun + 2JI€KTPOJAMAarHOCTHYECKUE KPUTEPUU NPOBEACHUS
10 CEHCOPHBIM BOJIOKHAM B JIByX HEpBax + 3JIEKTPOJUArHOCTUYECKUE KPUTEPUHN
MIPOBEJECHUS IT0 MOTOPHBIM BOJIOKHAM B JIBYX HEPBaxX WJIH B OJTHOM HEPBE.
JlocToBepHas - Kiimanueckue kpurepun + 3JI€KTPOJAMArHOCTUYECKUE KPUTEPUU NPOBEACHUS
10 CEHCOPHBIM BOJIOKHAM B JIByX HEpBax + 3JIEKTPOJUArHOCTUYECKUE KPUTEPUHN
MIPOBEJECHUS IO MOTOPHBIM BOJIOKHAM B JIBYX HEPBax.

OvddepeHunanbHas ANarHocTuka XBAn c napanpoTteMHe MU4YeCKUMU
AeMUESTMHU3UPYOLLMMN HEUponaTUAMuU

[TapanporenHEMUYECKHE ASMHUCITHHU3NPYIONINE HEUPONATHU — TeTeporeHHas Tpynma OoJe3HeH,
MpU KOTOPHIX KinuHu4eckas kaptuHa XBJIII coderaercs ¢ cexpernmeit mapanporenna. o 30% ciydaer
XBJII conmpoBoskmaeTcss MOHOKJIOHATBHOU cekpenneid, 10 S0% 13 HUX OKa3bIBAIOTCS 3710KA4€CTBEHHBIMHU
reMo0J1acToO3aMi, TPH KOTOPHIX HEBPOJIOTHMYECKUE CHUMIITOMBI MOTYT OBITh TEPBBIMH  WJIU
€MHCTBEHHBIMU KIIMHUYECKUMH TIPOSBICHUSIMH.

1. OnpeneneHue
MoHnoxkoHaIbHasT TamMmanaTusi (mapanpoTenHeMus, cekpenuss M-mportewHa, M-TpagueHT) —
MaToJIOTUYeCKasi CeKpenus kieTkaMu B-nmumboniHoro psna oJHOTo U3 KJIaCCOB IMMYHOTJIOO0YIMHOB.

2. Knaccudwmkaumsn

A. MoHOKNoOHanbHaa raMmmanaTmusa HeonpegeneHHoro 3HavyeHunsa (MIrH3):

a) cekperus napanporenna IgA, [gG

b) cexpenus napanporenna [gM:

- C aHTHTEIaMH K MHEIMH-aCCOIMUPOBaHHOMY rimKonporenny (Anti-MAG) — BbimeneHa B
OTJIeIbHYIO HO30JIOTUYECKYIO IUHUILY, HE BXOJHT B MepeueHb BapuantoB XB/II1;

- 6e3 aHTHTEN K MUCJIMH-aCCOIMUPOBAaHHOMY TiHKompoTenny (Anti-MAG);

B. JIumdonpommdeparuBHbie 3a0071€BaHUS:

a) MHoecTBeHHass MHeEIOMa, IUIa3MOIMTOMA, 3JI0KauecTBeHHas JuMdoma, XpOHHUYECKUN
nuMboIIeliKo3, MakporiooynuHemus BanbaeHctpeMa, 6051€3Hb TSHKETBIX LeTel, TepBUYHBINA aMIIIOUI03;

b) POEMS cunapom (P-momuneiiponatusi, O-opranomeranus, E-snmoxpunomatus, M — M-
MIPOTEUH, S-KOKHBIM CHHIPOM);

c) CANOMAD cunapoM — XpoHMYECKas aTakCUueckas HeBpomaTus c¢ odraimbmoruieruei, IgM-
aCCOLIMMPOBAHHON MOHOKIIOHAJIBHOW TaMMaratueid, aHTHUTeNaMHd K XOJOJOBBIM arrfiOTHHUHAM U
auchanoranrinosuaaM (antutena kiaacca M k GD1b/GQ1Db)).

3. KnuHnyeckas kapTuHa

A. CooterctByeT knuHndeckuM kpurepusm XB/IIT (EAN/PNS, 2021);
B. Mosxer umeTh cleayromme 0coOeHHOCTH:

a) [Ipeobnananme ceHCOPHBIX CUMIITOMOB;
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b) BeipakeHHasi CCHCUTHBHAS aTaKCHs, TPEMOP KOHEYHOCTEH;
¢) [IpeumyIecTBEHHO TUCTABLHOE paclpeesieHUEe MBIIIICYHOHN cI1ab0CTH;
d) MenneHHOE HEYKIIOHHOE MTPOTPECCUPOBAHUE O€3 PEMHUCCHUH.

4. UHcTpyMeHTanbHasa u nabopartopHas anarHocTuka

A. DHMI' — cootBercTBHe 3nekrpomuarHoctuyeckum kpurepusm XBJIIT (EAN/PNS, 2021) B
KaTeropuu "J0CTOBEpPHAs/BO3MOXKHAs "}

B. JlabopatopHbIe METOIBI:

a) DnexTpodope3 OEIKOB CHIBOPOTKH KPOBH U MOYH C IMMYHH O(DUKCAIHEH;

b) MccnenoBanue ypoBHSA aHTUTEN K aHTUT€HAM MUEIMHA B KPOBU (B Cllyyae, €Clid MaparnpoTeHH
npeJcTaBieH cekpenueit IgM);

c) UccnenoBanue ypoBHs sHAoTenuanbHoro (akropa pocra cocynoB (VEGF) npu nonospenun Ha
POEMS-cunmpom;

d) MccnenoBanue ypoBHS aHTUTEIN K TaHrmo3uam nepudepudeckux Hepsos (GQ1b, GM1, GDla,
GDI1b, SGPG) (uenecoobpazno mnpu mnomo3perurn Ha CANOMAD wu IgM-napanporemnemuu 06e3
cekpeunu antutesn kK MAG).

C. looGcnenoBanue, HalpaBIeHHOE Ha YTOUHEHHE TUIIAa reMo0acTos3a:

a) KommnbrotepHas Tomorpadusi OpraHoB rpyIHOI U OpIOIIHOM MOJOCTH,

b) Pentrenorpadus pedep, rpyauHbl, JJONATKH,

c) TpemanGuoricus KocTe Ta3a MOJ KOHTPOJIEM KOMIBIOTEPHON ToMorpaduu/cTepHaabHas
MyHKIIUS,

d) VYupTpasBykoBoe wuccienoBaHHe JIUMGATHYECKUX VY3J0B C TMYHKIIMOHHOW OWOICHENd 1o
MOKa3aHMsIM,

e) KoHcynbramus Bpaya-oHKOJIOTa, Bpaya-reMaroJsiora 1o pe3ysibraTaM 00cie/10BaHMs.

5. Jle4yeHne N MOHUTOPUHT

A. MOHUTOpHHT:

a) MccrnenoBanue ypoBHsI mapanpoTEHHOB B KPOBH; MCClIeIoBaHUEe MOYH Ha Oenok berc-JxoHca;

b) UccienoBanue ypoBHS UMMYHOTJIOOYJIWHOB B KPOBH;

¢) OOmuii (KITMHUYECKHiT) aHAIU3 KPOBHU, UCCIIEI0BAaHNE CKOPOCTH OCEIaHUs SPUTPOLIUTOB;

d) MHccnenoBanme ypoBHS KpeaTWHHMHA, OOIEro W HOHM3UPOBAHHOTO Kayblus, Oera-2-
MUKpOTJIO0YyIrMHA B KPOBU;

[Ipu MI'H3 uccnenoBanusi npoBoaarcs — 1 pa3 B roj, MpH BBICOKOM PHUCKE 3JI0KAYE€CTBEHHOIO
nepepoxaeHust — 1 pa3 B 3-6 Mecs1es.

B. Jleuenue:

1. IIpu ycranoBinenHoMm nuarHo3e XB/III, accouunpoBaHHOI ¢ MOHOKJIOHAJIBHON raMmanarheu
HeonpeneneHHoro 3Hauenus (cekpenuii IgA, IgG, IgM 6e3 antuten k MAG): cxembl Tepanuu He
oTJIMYaroTCs oT TakoBbIX npu XB/II1 6e3 mapanpoTenneMuu;

2. Ilpu ycraHoBIeHHOM jauarHo3ze IgM-mapanpoTeMHEMUYECKON — JIEMUETUHU3UPYIOLIEH
noJjuHeponaruu ¢ anturenamu kK MAG:

- Tepanueil nepBoil TMHUH sBIseTCs #PUTykcumabd B CTaHIAapTHOM TepaneBTHUECKOH 103¢€;

- IpU MakporioOyanHeMun BanbaeHcTpeMa ¢ CHHAPOMOM MOBBIIIIEHHON BS3KOCTHU I1€JIeco00pa3eH
BBICOKOOOBEMHBIH MmnazMadepes3 10 Havana tepanuu #Putykcumabdom.

3. Ilpu ycraHoBIeHHOM auarHo3e nuMdomnponrupepaTuBHOrO 3a00NEBaHUS JICYCHHUE MPOBOJIUT
Bpa4-OHKOJIOT WM Bpau-T€MaToJIOT; BpPay-HEBPOJIOT SBISETCS KOHCYIHTAHTOM, MO HEOOXOIUMOCTHU
Ha3HAyaeTcss CHUMIITOMAaTUYEeCKass Tepamusi HeWpomaThdeckoro OOJEBOTO CHHApOMA, a Takke
peabuIUTaIIHOHHBIE MEPOTIPUSITHSL.
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OudcdepeHumnanbHasa aunarHocTuka BapmaHros XB[IN

Tunnunas XBII

- AL amunono3, TpaHCTUPETUHOBAs ceMmeitHas amuinonHas noiauHerponarus (TTP-CAII)
- CANOMAD-cunapom

- Cunpnpowm ['nitena-bappe

- Heiiponarus, accounnpoBannas ¢ BUU-undekuneit 1 nHOEKIMOHHBIMU TeNaTUTaMH

- MHoOXecTBeHHas: Muenoma, octeockiiepornyeckas muenoma, POEMS-cunapom

- YpeMmuueckass HEHpOIaTHs

- lepunut Buramuna B12 (B Tom ymnciie npu ynotpeOIeHMU 3aKUCH a30Ta)

Hucranenas XB/II

- lgM-napanpoTenHeMuyecKkas AeMUEITUHU3UPYIOLas oJuHeponaTus ¢ anturenamu kK MAG

- lnabetnueckas HeilponaTust

- Hacneacreennas neitponatus (HMCH1, HMCHX1, HMCH4, meTtaxpomatuyeckas JEMKoaAuCTpohusi,
6one3nn Pedcyma, anpenomuenoneitponarus, TTP-CAII)

- POEMS-cunapoMm, BaCKyTHT-aCCOITMMPOBAHHAS HEHPONATHS

MynbTrdoxanbHas unn ¢poxansHas XB/II1

- Jlnabetnueckas pauKyJIONaTUs/TIIIEKCONaTus

- KommpeccuoHHbIE HEHPOIIATHH

- HacnencrBeHHas HeliponaTHs CO CKJIOHHOCTBIO K IapajindaM OT CAaBJICHUS

- MynbtudokanpHas MOTOpHas HeHponaTHs

- HeBpanruueckas amuorpodus

- Onyxosmm nepudepruyueckux HepBOB (MuMdoma, IepuHEeBpoMa, IIBaHHOMA, Hepodudpoma)
- Backynut-acconunpoBaHHas HeiipornaTus (MHOKECTBEHHBIM MOHOHEBPUT)

Mortopnas XBJIIT

- HacnencTtBeHHas MoTopHas HelponaTus

- CiuHanbHas MbllIeyHast aTpoQust

- [lopdupwuiinas moauHEHpoOIaTHS

- BocnanutenbHpie MUOTIATHH

- BIH

- 3aboJeBaHys C HapyIIEHHEM HEepBHO-MBIIIEUHON nepenaun (MuacteHus, cuaapom Jlambepra-HTona)

Cencopnas XB/II

- CuHzpoM nepedeIIIpHON aTakcuu, Helponatuu U BectuOysapHoit apedexcun (CANVAS)

- XpoHHueckass IMMYHHasl CEHCOpHas PaluKyJIONnaTHs

- Heiipocudunuc, mapaHeonaacTUuecKuii CUHAPOM, NePHUIIUT MEIH iy BuTamuHa B12

- HacnenctBeHHbIE CEHCOpHBIE HEUPOTIAaTUU

- Unnonaruueckasi cCEHCOpHas HelpomaTus

- CeHcopHas HelpoHOTIATHS

- Tokcnueckas HeiiponaTus (XMMHOTEPANUS-UHIAYIIUPOBAHHAS, TP THAMHHOBON MHTOKCUKAIIUH)

OunddepeHumnanbHasa guarHoctuka XBIN ¢ nonMHenponatMamMm gpyroro reHesa

3aGonepanue | OHMI' | KomMmenTapuit
1) Iu3uMMyHHBIE HeliponaTuu
Cungpom IIpu XBAII wu  OBHIl  ner|- XB/JII nnarnoctupyercsa B 16% ciyuaes,
I'nitena-bappe JIOCTOBEPHBIX pasau4ui | o KJIMHHUKO-aHAMHECTUYECKUM U
(OBAII) HeHpoPHU3HOIOTHUYECKON KapTHUHBI. HEHPOPHU3HOIOTHYECKUM

xapakTtepuctukam rnogoona OB/IIT.
- XBAII cnenyer 3anmomo3puTh B Ciydae
IIPOrPECCUPOBAHNS CUMITOMOB B TEYEHHUE
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Oonee § Henenb, MPU HATMYUU 3-X U Ooee
AMU30/J0B YXYIIICHUH B mepuon Ooinee 8
Helenb, HECMOTpS Ha  MPOBOJUMYIO
natoreHetuueckyto repanuto (I11d, BBUID).
B muddepenmmansHoM auMarsHo3e MOMKET
ObITh ToNe3Ho Y3U  mepudepuueckux
HEPBOB.

MMH c¢ 6nokamu
MIPOBEICHUS

IIpp MMH peructpupyrorcs
xapakrepnbie s XB/I1:

- OTHOCHTEIIBHO HOpMaJIbHbIE
napameTrpsl 1M-otBeToB 1 CPBwM™;

- HWHTAaKTHOCTh  YYBCTBUTEIBHBIX
HEPBHBIX BOJIOKOH.

HE

C MMH cnenyer muddepeHIpoBaTH
mynbTH(oKanbHbIl  Bapuant XB/IIT
cunapoM Jlptonca-Camuepa.
[IpuHnunuansHoe 3HaYEHUE npu
CUHApOME JIstouca-Camuepa uMeeT
HaJMyue CYOBEKTHBHBIX U OOBEKTHBHBIX
YYBCTBUTEJBHBIX HApYIIEHUHN

[TapanporennemMu
YECKHE

JeMHUETMHU3UPYIO
e HEHWpOIaTHH

(ITTH)

Het JIOCTOBEPHBIX pa3nu4aui
HEUPO(U3HOTOTUUECKONW KapTHUHBI TIPU
ITJIH u XBJIII.

[Ipn IIITH Moryr perumcrtpupoBaThCs
0COOEHHOCTH:

- 3HAYUTEIHLHOE
JIaTeHTHOCTEl TM-0TBETOB
- penKo BBIABIAKOTCS MOTOpHBIE BII n
nucrnepcusi M-0TBETOB

- TIpU3HaKU OoJiee TPyOOTO TOPAKESHUS
aKCOHOB

yBEJINYEHHE

JuddepeHnnanbHplii TUarHo3 pacCMOTPEH
OTJIEJIBHO
(ITpunoxenue I'2)

[Tapaneonnactuue
CKHue
MOJIMHEUPOIaTHI

Peructpupyrorcsi He XapakTepHbIE Uis
XBAII:

- TMEepBUYHO  AKCOHAIBHBIM  THUII
nopaxeHus nepudpepuyecKux HepBoB,

- 0osbie MOpa)XKaroTCs
YyBCTBUTEJIbHbIE HEPBHBIE BOJIOKHA;

- HET COOTBETCTBHS

OJICKTPOJAUArHOCTHYECKUM KPUTCPUAM
XBJIIT (EAN/PNS 2021).

Hacropoxennoctu BCJICICTBHE
(EeHOTUTIMYECKONH  CXOXXecTHu  Tpelyer
nuddepeHInanbHBINA JUArHO3 MEXKTY:

- CEHCOpHOH XBAII u
napaseoruiactuyeckor cencopnoi ITHIT.
BrisiBiieHHE aHTHHEHPOHAIBHBIX AHTUTEN
(aatuHu, Ri, Ma2), oOmecomaTrudeckoe
oOcieoBaHre, HaJIWYUE  KIMHUYECKUX
MIPU3HAKOB  TOPAKEHUSI  BEreTaTUBHOM
HepBHOU cuctemsbl, [IHC, nannsie SHMIT
MOMOTalOT YTOUYHUTH AUArHo3.

2) XpoHUYECKHE TOTMHEHUPOAaTUN TPU CUCTEMHBIX 3a00JIEBAHUSIX

Capkounnos Peructpupyrorcs He xapakrtepuble i | [Ipu capkonznose umeercs conyrcTByroLas
XBII: MaTOJIOT U JIETKHUX, KOXHU, rias;
- CUMMETPUYHOE WJIN aCUMMETPUYHOE | BbIABISETCS He TunuuHoe i XBJIII
IIOPAKEHHUE AKCOHOB BOBJIeueHUE yepenHbix HepBoB U [THC
- HET COOTBETCTBUSA
JJIEKTPOAUArHOCTUYECKUM  KPUTEPUIM
XBJIT (EAN/PNS 2021)
Heitponumdomar |- MynbTU(OKaIIbHOE  NopaxkeHue | BoisBisiiores He xapakrepuble st XB/II
03 nepupepruIeckux HepBOB HEUPONATUYECKUN WM  PAJUKYISAPHBIN
00J7€BOM  CHHIpPOM, ACHMMETPUYHOCTb
CUMIITOMATHKH, COIIYTCTBYIOILI[EE
nopakenne [HHC, Bosimeuenune UH,
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‘JII/IMq)OI_II/ITapHHﬁ IIJICOLIUTO3 B JINKBOPE

3) lonuuelponaTuu Npu HapyIIEHUH MeTaboIn3Ma

Jnabetudeckas,
nedumrTapHasi,
mmamm3Has ITHIT;
[THII npu
MOYEeYHOMI UIu
MeYeHOYHOMI
HEJOCTATOYHOCTH
M T.I.

Perucrpupyrorcs He XapakTepHbIE UL
XBJII:

HepBI/I‘-IHO aKCOHaJIBHBIﬁ THUIT
nopaxeHus nepuepuyecKix HepBOB,
Ooublee BOBJIEYCHHE
LIyBCTBI/ITGJH)HI)IX BOJIOKOH,

HET COOTBETCTBUSA
3HeKTpOI[I/IaFHOCTI/I‘-IeCKI/IM KpI/ITepI/IﬂM
XBJIT (EAN/PNS 2021).

Otmeuarotes He xapakrepsble s XB/IL:

- OTSTOLIEHHBIHN aHaMHes3 o
COMATUYECKUM OO0JIE3HIM
- U3MEHEHUSI B aHajguze KpOBH

OMOXMMHYECKOM  OOIIeTepaneBTUICCKOM,
YPOBHSIX BATAMHUHOB, TOMOLIICTENHA U T.II.
- OoJjbllee MOPaKEHUE UYYBCTBUTEIbHBIX

HEPBOB
- IACTAJIbHAsI MBIIIEYHAas Cl1a00CThb

-  HOpPMaJlbHOE cojepkaHwe Oenka B
JUKBOPE

Cnenyer  OBITH ~ HAaCTOPOXKEHHBIM B

otHomieHnn XBJIII, accommupoBaHHOU C
caxapHbpiM nuabetrom. OnpenensomuMu
Oynyt pesyapratel DHMI -uccnenopanusi,

a TaKXKe HECOOTBETCTBHE:
IPOTPECCUPOBAHUE rpyboro
HEBPOJIOTUYECKOTO nepuimuTa pu
KOMIIEHCUPOBAaHHOM  YPOBHE  TJIFOKO3bI
KPOBH.

4) Tokcudeckue NoJUHEeHPOTIaTHH

AnxoronnsHasi,
JIEKapCTBEHHAS
[THIT u mp.

MEPBUYHO  AKCOHANBHBIM  THUI
nopaxeHus nepudpepuuecKux HepBoB,
Oobiee BOBJICUCHHUE
YyBCTBUTEJIHHBIX BOJIOKOH;

B MOJABISIONIEM  OOJIBIIMHCTBE
ClIy4aeB HET COOTBETCTBHS
ANEKTPOAUATHOCTUYECKUM KPUTEPUSIM
XBIIT (EAN/PNS 2021), ognako mpu
aMHUOJIapOHOBOM u IPYrux
JeKapcTBeHHO-uHAYyurpoBaHHbix [THII
BO3MOKHO HETOJIHOE COOTBETCTBHE

Otmeyatorcest He xapakTepHbie s XBJI:
- OoJipliee MOpaK€HUE YYBCTBUTEIBHBIX

HEPBOB
- TUCTalbHAsI MBIIICYHAs C1a00CTh

- HOpMaJbHOE CcoJep)kaHue Oenka B
JMKBOPE

- MU3MCHCHHEC ITapaME€TpPOB aHAJIM3a KPOBU
OHMOXHMHUYECKOIO O6H.[€TepaHeBTI/ILIeCKOFO

5) HacnencTBeHHBI

€ HeliponaTuu

HacnencrBennas
MOTOPHO-
CEHCOpHas
Helponarus
THIIA

(HMCH 1 tuna)

Her
HEHPOPU3HOTIOTHUECKUX
npu HMCH 1 u XB/II.
[Tpu HMCH 1 Moryt ObITh cienyromue
0COOEHHOCTH:

3HAYUTEIBLHOC YBEJIMYEHUE
JIATEHTHOCTEMN IM-0TBETOB "
camxkenne CPBm

PEAKO PETUCTPUPYIOTCS MOTOpPHBIE
BII, nucniepcust MOTOPHBIX OTBETOB

JIOCTOBEPHBIX
pazInuuit

OtMmeuarorcs He xapakTepHsie s XB/II1:
3aMemiieHHoe  "'moOpokadecTBeHHOE"
TEUYEHHUE

- OTATOLIICHHBIA CEMENHBIN aHaMHE3

- KOCTHO-CyCTaBHbIE ehopmanuu

- JUCTaJbHBIA  TATTEPH  MBILICYHOU
cnabocTu
- HOpMallbHOE cojepkaHue Oenka B
JIMKBOpE

- OTCYTCTBHME OTBETa WU yXYJIIIEHUE IpU
IPOBE/ICHUH MTaTOr€HETUYECKOH Tepanuu
Onpenensrommumu OynyT SABIIAIOTCS
pe3yinbTaThl MOJEKYISPHO-TEHETHYECKOTO
o0cnenoBaHus
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Hacnencrsennas | Peructpupyrorcst He xapaktepHble ais | OTmeuarorcs: He XapakTepHble st XBIL:
Heviporatuss  co | XB/IL: - OTSTOLLECHHBIN CEMENHbBI aHAMHE3
CKJIOHHOCTBIO  K|- OJIOKM NPOBEAEHUS B TUINUYHBIX Ui (-  4YacTo  JAe0IT  HEBPOJOTHYECKHX
rapajan4am OT | HEBPAJIbHOM KOMIIPECCHUM MecTax (Ha|HapylleHUH 1I0CJIE JUIUTEIIBHOTO
CHABJICHUSA YPOBHE TYHHEJIEH) npeObIBaHUS B CTATUYECKUX [103aX WU IpU
(HHCTIC) HE3HAYUTEIbHBIX TPaBMax

- ACUMMETpPHs CUMIITOMOB

- COXPaHHOCTh CYXO)KHJIbHBIX pe(hIeKCOB
TpaHncTupeTvHOBA |- NEPBUYHO aKCOHAIbHBIN xapakrep | OTMmeuatoTcss He xapakrepHble uisi XBJIII
a1 ceMelHas | mopaxeHus nepuepudeckux HEpBOB, |HeHpomatnyeckuid  OOJEBOH  CHHIAPOM,
aMUJIONTHAS - HET COOTBETCTBHS | CHMIITOMBl ~ aBTOHOMHOM  JUC(QYHKIIWH,
MTOJIMHENPOIIATHs | 3JIEKTPOAMATHOCTUYECKUM KpuTepusaM | nopaxkenue cepauna, JXKT, nouek, rias,

XBAIT (EAN/PNS 2021) | pe3K0€ CHM)KEHUE MacChl Tea
[Tpumeuanue: XBAII - XpPOHHUYECKAS BOCITAJINTEIbHAS JIEMUEIIMHU3UPYIOILAS

noJimpaguKyinoHerponatus ¢ octpbiM HadasioMm; OBJIII — ocTpast BocnanuTenbHasi AEMUESITUHU3UPYIOIIAs
nonuHeiponatusi; MMH — ynptudoxanbaas motopHas Heliponatusi; BII — 6ok npoBenenus; M-otset —
MoTOpHBIN 0TBeT; CPBM — cKOpOCTh pacnpocTpaHeHHs BO3OYKIEHHS 0 MOTOPHBIM BOJIOKHAM.
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Anroputmbl AeMCTBMIA Bpaya

IIporpeccupyronmit Gonee 8 Hegeap BATBIN
TeTpanapes H/HIH CEHCHTHEHAA aTaKCHA

l

CooTteercTEHE
EIHMHHYEeCKHM H
31eKTPOAHArHOCTHIECKHN

IIpunoxenue b

JA xpuaTepras XBOTT HET
EAN/PNS 2021
Hduarsoctura, uckmovesne XBAII-nogodHex JHarHoCTHEA, HCKIIOYeHHe APYTHX NPHIHH
MIONTHHEeAPONaTHI HEBPOIOrHYeCKHX HapYIIeHHH
l A
XBIIl
MoATEEpAIEHA
ITaTtoremeTHvecKkans Tepanua 1 THEEH Hars§iexss

TK, BBHUT, I1®);
peadHIHTanHA

TTonoxuTeIpHBIH
spdexT, pemuccra

ITaToreHeTHueCKan TepanmHi BTOpOfI JIHHHH

AucnancepHOe HaGmOAeHAE;

ObocTpenne
peabrnaTanAa

saboneBaHaa

UHdopmaumua ansa nauueHTa

OnpegeneHve n anugemMmonorus

A

AucrniancepHOE HaOMIOASHHE;
peabrnuTanuA

ITpunoxxenne B

XpoHuyeckass BOCHAJMTENbHAs JEMUEIMHU3MpYIOMAs noaupaaukynoHeiponatus (XBAID) —
penkoe XpoHmueckoe 3aboneBanue mnepudepudecknx HepBoB. Pacmpoctpanennocts XBJ/III B mupe
coctaBnseT B cpeaneM 8-9 cmyuaeB Ha 100.000 uyemoBexk. MyX4HWHBI OOJNCIOT 4Yallle >KEHIIHH.
PazBuBathcss XBJIII moxker B mo0OoM Bo3pacTe, OJHAKO MUK 3a007€BaeMOCTH MPUXOAMUTCS Ha
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TpyaocnocoOHbIi Bo3pact (40-50 ier).

Jdtnonorusa

B ocHoBe 00Jsie3HM JEKHUT HapylleHHE HWMMYHHOro OTBeTa. MIMMyHHas cucremMa MalueHTa
OIMMOOYHO TMOPAKAET MHUEIMHOBYIO 000JIOUKY COOCTBEHHBIX NEepUPEpUUIECKUX HEPBOB, B PE3YNIbTaTe
4yero (yHKIUS UX HAPYIIAETCS, YTO MPOSBISETCS MOTEPEH YyBCTBUTEILHOCTH U CHIIBI B PyKax M HOTaX.
TouHas mpuumHa, 3amycKarolas UMMYHHBIM oTBeT M pasButue XBJ/III, 1o cux mop He ycTaHOBIIEHA.
XBUII — HenaciencTBeHHOE M HE KOHTAaruo3Hoe 3a0oJieBaHue. YeTKUX MPOBOKATOPOB U (PaKTOPOB pUCKa
pa3BuTHUA 0OJIE3HU HET.

KnuHnyeckasn kaptuHa

CuMnToMBl Pa3BUBAIOTCS MEIJIEHHO, B TeueHue Oosiee 2 MecsieB. 3a0osieBaHUE, Kak MPaBUIIO,
HA4YMHAETCS CO CTOI U PacCHpOCTPAHSIOTCS [0 BOCXOALIEMY TUITY Ha Oeapa, TyJOBUIIE U PyKU. MBIIIIIbI
JUIa U KU3HEHHO-BaXKHbIE (DYyHKIMM (IpIxaHue) BoBiekatoTcss peako. Cumnrombel XBJIIT oObpruHO
MIpe/ICTaBICHbl OTHOCUTEILHO CUMMETPUUYHBIM MTOPAaXKEHUEM KOHEUHOCTEH U BKITIOYAIOT:

- c1aboCTh B HOTAX U PyKax, CHUKEHHE TOHYCa MBIIIIII;

- HapylIIeHHEe MOXO0KU; HEYCTOMUNBOCTh U HAapyIlI€HHE KOOPIUHAIY JIBUKECHUI;

- CHIDKEHHUE YyBCTBUTEJILHOCTH, OHEMEHUE WM MOKAJIBIBAHUE B KUCTSIX U CTOMAX.

Bonesoii cunapoM He xapaktepeH. TedeHue 00Je3HN MOKET ObITh BapraOeIbHBIM:

- y OOJBIIMHCTBA MAllMEHTOB CIY4alOTCsl PEUMIUBBI OOJIe3HU; TpedyeTcs MOoIepKUBaroIas
Tepanus;

- B HEKOTOPBIX CIIy4asiX MpU MEPBUYHON Tepanuu yAaeTcs AOCTUYb CTOMKOW JIUTENbHOH (60biie
1 roga) pemuccuu;

- ©IUMHWYHBIE Cllydyal OTJIMYAIOTCA PE3UCTEHTHOCThIO K HCHOJb3YEMbIM METOJAM JICUEHHs HU
00JIe3Hb TIPOTPECCUPYET.

OnarHocTuka

st mocranoBku guarHo3a XBJIII, Bpau TmiaTtenbHO W3ydaeT MCTOPHUIO 3a00JE€BaHMSI, MPOBOIAUT
OCMOTp U Ha3HAYaeT JOIMOJIHUTEIbHbIE METOIbI 00CIIETOBAHUS:

- 00U (KIMHUYECKUH) aHAIM3 KPOBU U MOYH;

- OHMI' — BbICOKOMH()OPMATUBHBI HWHCTPYMEHTAIBHBIA METOJ] HCCICAOBaHHUS (DYHKIHUH
nepudeprudecKux HepBOB.

Baxxno B X0Jile TUarHOCTUKH HCKJIIOYUTH MHbIE OOJIE3HW HEPBHOW CHCTEMbI M NOJUHEHpomaTuu
JIpyroro reuesa, kotopsie npotekaroT noj "mackou" XBJIII. Eciu B Xoze BbIllI€ yKa3aHHBIX METOJIOB
oOcreoBaHusl YCTAHOBUTH JUArHO3 HE YAAIOCh, HA3HAYAIOTCs OoJsiee yriyOieHHbIe 00CIeIOBaHMUS:

- ynbTpa3BykoBoe uccienoBanue (Y3U1) nepudepuyeckux HEPBOB U CILICTCHMUIA;

- MarHUTHO-pe30oHaHcHas Tomorpadus (MPT) HepBHBIX CIICTCHUI;

- CHMHHOMO3I'0Basl ITyHKLIUS;

- OuoTICHSI UKPOHOXKHOTO HEPBa.

OxonuarenpHbli auarno3 "XBJIII" ycranaBiuBaeTcs Ha OCHOBAHMM KPUTEPHUEB, MPEIJIOKEHHBIX
EBponeiickoit dpeneparueit HeBponoruyeckux coodmects B 2010 r.

JleueHne

Jleuenne JaHHOrO 3a0osieBaHUsl TpeOyeT KOMIUIEKCHOTO TOJX0Ja M COCTOUT Kak U3
MEIMKAMEHTO3HOH, Tak M HEMEJUKaMEHTO3HONW Tepanuu (dusuueckas ¢  ICUXOJOrHYECKas
peabwutanus). s XB/III pazpaborana nmaroreHeTnyeckas Tepamusi — JiedeHUe, KOTOPOEe HarpaBlIeHO
Ha TO, YTOOBl KOHTPOJMPOBATH IMATOJIOTUYECKYID HMMMYHHYIO araky. IlaToreHermueckas Tepamnus
BKJIFOYAET TPU OCHOBHBIX METO/1a!

- TI'mokokopruxouast (I'K) Haznauatorcss B Qopme TabieTok u/wiaM uHOY3ui. [uTenbHOCTh
npueMa M BeJIMYMHA JI03bl 3aBHCAT OT TSDKECTH CUMIOTOMAaThkd. HecmoTpss Ha JOKa3aHHYIO
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3pPEKTUBHOCT, M OTHOCHTEIBHO HHU3KYIO CTOMMOCTh, jJeueHne ['K compsukeHo ¢ psiioM MOOOYHBIX
SBJICHUH, YacTOTa W BBIPAKEHHOCTh KOTOPHIX WHIMBUAyallbHA — YBEJIMYCHHE Beca, TOUIHOTA,
0eCCOHHUIIA, pa3ApaKUTEIBHOCTh, 00OCTPEHUE S3BEHHOU 00JIe3HU, MOBBIIICHUE IM(P apTepUaIBLHOTO
JaBIICHUS] M YPOBHS caxapa KpOBH, CHW)KEHHE TUIOTHOCTU KOCTHOM TKaHU (OCTEOIEHHs, OCTEONOpo3) U
ap. TpeOyercsi perynspHbli MOHUTOPHHT W CBOEBPEMEHHas MNPO(UIAKTUKH pPa3BUTHA IMOOOYHBIX
3 PEKTOB TEpaITHH.

- [IpenapaTsl BHyTPUBEHHOTO YesioBedecKoro nMMyHoroO0ynmuHa (BBUIL') — BeicokoapekTnBHEI 1
Oe3omacHbl. JleyeHue 3akirodaeTcs B €KEMECSYHOM KypcOBOM BHYTPHBEHHOM BBEACHWU Tpenapata. B
JambHEHWIEeM YacTOTa BHYTPHUBEHHOTO BBEICHUS HWMMYHOTJIOOYJIMHA 4YeIOBEKa HOPMAaJIbHOTO MOKET
BapbHPOBATh B 3aBUCHMOCTH OT €ro 3(pQeKTHBHOCTH. BakHO mpaBmibHO BHIOpaTh mpenapar — Uis
neyenuss XBJII ucnons3ytorcss tompko BBUIT, conepxkamiue ummynornoOynun IgG 95%. Ilepen
HayYaJIoM JISYeHHsT He00X0IuMOo o0ciieIoBaHne Ha coJiepkanne [gA B KpOBH, YTO MO3BOJIHUT CHU3UTH PHCK
pasButus nobouHsIx 3¢ ¢pexroB BBUI'.

- BricokooObeMHBIN Mi1a3Madepes mpeacTaBisieT co0oil mpouenypy yAaleHHsl U3 IUIa3Mbl KPOBU
MATOTCHHBIX aHTUTEN W BOCIIOJIHEHHE €€ CTEPHJIBHBIMH PAacTBOpaMH, OEIKOBBIMH PAaCTBOPAMH H/HIIH
noHopckoi tua3moi. [Ipouenypa Bkirodaer oT 3 10 5 ceaHcoB. DPPEKT OT JIEUEHUs COXpPaHSAETCS He
oospiie 2-4 Henenb. Takoil coco0 Tepanmuu HE UCTIOIB3YETCS IS IIUTEIBHOTO JICYCHHS, a TIOJIE3CH B
cllydae CTPEMHTENIbHOTO W/WINM TSXKENIOro 000CTpeHus, Ju00 B KauyecTBE JOIMOJHUTEIBHOTO METOoja
JIEYEHUS K OCHOBHOMY (TJIFOKOKOPTUKOHBI U JIp. ).

Y HEKOTOpBIX OOJBHBIX, HECMOTPS Ha CBOEBPEMEHHO HA3HAUEHHOE aJIcKBAaTHOE JICUCHUE,
3a00JIeBaHHE MOXKET IMPOTPECCUPOBATH W HE TOJIABATHCS KOHTPOJIIO. B Takux ciydasx Ha3HAYaIOTCS
MMMYHOJETPeCcCaHThl (MHKO(peHomaTa MOGeTHs, a3aTHONPHUH, MUKIOCIOPHH, IUKIodochamMum u ap.)
WJIU TIpernapaT MOHOKJIOHAIBHBIX aHTHTEN (PUTYKCUMA0).

Hwu onuH M3 M3BECTHBIX HA CErONHSIIHUN JIeHb NpenapaToB He uzneuuBaetr XBJIII, Ho mo3Bosser
CHU3UTh aKTUBHOCTHb OOJIE3HU, MPEAyNpeauTh AajbHeillee yxyaumieHue win oboctpenue. Kaxaprit
Croco0 JieYeHHs MMEEeT CBOU IUIIOCHI U MHHYCHI, KOTOpble OOrOBapuBalOTCS C BPauoM, YYUTHIBas BCE
0COOEHHOCTH CiTy4Jasl.

O6wme pekomeHpauumn

- W30eraTh 4pe3MEpHBIX SMOIMOHAIBHBIX M (U3NUYECKUX HArPY30K, COOIIOJaTh PEKHUM Tpyda H
OTHBIXA;

- MHcomanus v TeIIoBbIe MPOIEAYPHI TOJDKHBI OBITH JO3UPOBaHbI;

- OrpaHUYuTh TPUEM AJIKOTOJISI M JIFOOBIX IPYTUX HEMPOTOKCUYECKUX MIPETapaTosB;

- CoOmro1aTh Ha3HAYCHUS Bpaya-HEBPOJIOTa;

- [IpunepkuBaThCs MPUHIIAIIOB HENIPEPHIBHOM peaOMIINTAIINH.

[IpopomxurenbHOCcTh ku3HU nanueHToB ¢ XBJIII He oTnuuaercss oT TakoBOW y nrofeil, He
MMEIOIINX JaHHOTO 3a0ojeBanue. KpaitHe BaKHBIM /ISl IPOTHO3a SIBJSICTCS CBOCBPEMEHHOE Ha3HAUEHHUE
JICYCHUS, TIIATEIbHOE HAOI0ICHHUE 3a TAIMEHTOM B 3P PEKTOM MPOBOIUMON TEPAITHH.

ITpunoxxenne I'1-I'N

LUkanb! oueHKu, BOMPOCHUKN N Aapyrne oueHO4YHblie MHCTPYMEHTbl COCTOAHUA NalneHTa,
npuBeaeHHbLIe B KITMHN4YEeCKUX peKoMeHaauunsax

ITpunoxxenne I'1
CymmapHaﬂ LKalna oueHKU MbILLUEYHOW CUJIbl KOMUTETA MeOULUMNHCKUX MCCHGAOBaHMﬁ

Ha3zBanme Ha PYCCKOM  S3BIKC: CYMMapHaH IIKajla OIIEHKM MEIIIEYHOM CHJIBI KOMHTETa
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MEIHUIMHCKUX UCCIEA0BAHUIM.

Opurunanbaoe HasBanue: Medical Research Council sum score (MRCss)

Hctounuk  (opuuManmbHbIi  caT  pa3pabdOTUYMKOB,  NMyONMKAlMs  C  BaIWganuei):
https://www.researchgate.net/profile/Martin_Posch/publication/23484750_Reliability_and_Validity of t
he_Medical_Research_Council_MRC_Scale_and_a_ Modified_Scale_for_Testing_Muscle_Strength_in_
Patients_with_Radial_Palsy/links/0c96051f8cd6db8174000000/Reliability-and-Validity-of-the-Medical-
Research-Council-MRC-Scale-and-a-Modified-Scale-for-Testing-Muscle-Strength-in-Patients-with-
Radial-Palsy.pdf

Tun (oT4epKHYTH):

- IIKaJIa OLIEHKU

- HHJICKC

- BOIIPOCHHK

- ipyroe (YyTOUHUTB).

Haznauenme: OLCHKA CHUJIbI TCCTUPYCMBIX MBIIII] HA MOMCHT OCMOTpaA.

Conepsxanue (11a0JI0H): CUila TECTUPYEMBIX TPYIII MBIIII] OlleHuBaeTcs B Oamiax ot 0 (oTcyTcTBHE
COKpAILEHUS MBIIIIIBI) 10 5 (HOpMa).

Kntou (nHTEpnpeTarusi): yem Bbllle Oajil, TEM BBILIE CHUJIAa MBI, cyMMa 0amuioB 0 (MUHUMYM)
COOTBETCTBYET TeTpaIuieru; cymma 6amios 60 (MaKkCUMyM) COOTBETCTBYET HOPME.

CYMMapHaSI 1IIKaja OII€HKHU MBITIIEYHON CHITHI KOMHUTETA MCEOUITMHCKUX I/ICCHC}IOB&HI/Iﬁ

bayn XapakTepucTruka
5 Hopwmanphas cuiia
4 B03MOXXHOCTh aKTHBHOTO JBWKEHHUS TPOTHB CHJIBI TSKECTH W TPOTHB BHEIIHETO

COTIPOTHUBIICHUS
3 B03M0)XHOCTh aKTMBHOTO JBMKEHUS TPOTHB CHIIBI TSHKECTH
2 B03M0XXHOCTD aKTHBHOTO JBMKEHUS TTPH OTCYTCTBUU CHITBI TSKECTH
1 Hamex Ha cokparienue (ene 3aMeTHOR)

0 CoKpallleHre MBIIIIBI OTCYTCTBYET
[TpoBOAMTCS OLIEHKA CHIIBI 6 MBIIIICYHBIX TPYIII C IBYX CTOPOH:

Tectupyemasi rpyIia MblIIil bamel cipaBa bamnbl cneBa
MBIIIIIBI-OTBOISIIHE TIJIEYO 0-5 0-5
MBIIbI-crudaTeny npearieybs 0-5 0-5
MBprnpi-pa3rudaTesiu KUCTH 0-5 0-5
Marisi-crudarenu oeapa 0-5 0-5
MBprpi-pa3rudaTesiv roJIeH! 0-5 0-5
MBIIbI-10pcaabHbIe CTHOATETN CTOIIBI 0-5 0-5

[Tpunoxenue 12
LWkana "3Ttnonormsa n neyeHme BocnanuteribHOM HemponaTtumu"

Ha3Banue Ha PYCCKOM A3BIKE: HIKaJIa "DTHONOTHUS U IeUEeHUE BOCIAIUTEILHOMN HeprOHaTI/IH".
Opurunansroe HaszBanue: Inflammatory Neuropathy Cause and Treatment (INCAT)
Hctounuk (ouumanbHelii caiT pa3pabOTUYMKOB, MyOIUKAIUS C BaJTUAALEH):

1) https://n.neurology.org/content/54/4/943

2) https://Inmb.abvpress.ru/jour/article/view/466/307

Tun (moa4epkHyTH):

- [IIKaJ1a O€HKHU
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- UHJIEKC

- BOIIPOCHUK

- ipyroe (YTOUHUTB).

Ha3nauenue: oleHKa CTENEHH WHBAIMAM3AIMM Yy OOJBHBIX XPOHUYECKOH BOCHAINTEILHOU
JEMUEITUHU3UPYIOLIEH TOJIMHEUpOIaTHEN.

Conepxanne (mabmoH): Ilkana waBammmu3zanuu INCAT 103BOJNSET OICHHUBATH CTEIICHB
OTpaHMYEHUs AKTUBHOCTM HA OCHOBAaHUU CEPUM BOIPOCOB, KOTOPHIE 3aJaOTCSI BPAayOM MALUECHTY.
Onenka HapylmieHH B pyKax W HOrax ompenensercs B Oamrax or 0 10 5 Ha OCHOBaHWHM BBIOOpA
MAMEHTOM CTEIICHU HapYIIEHHUS.

Kirou (uHTEpnperanus): cymma 0aiioB IO HapYIIEHUSIM BEPXHUX U HUKHUX KOHEYHOCTEH.

Orenka B Oayiax Jijisi BEPXHUX KOHEYHOCTEH:

- 0 — HapymIeHnE OTCYTCTBYET;

- 1 — cUMIITOMEBI B OJTHOH WM 00€UX pyKax, HE BIHSIOIINE HA BBITIOJHEHHUE JIFOOOTO U3 CIIETYIOIINX
JNCWCTBUI: 3acTeTMBAHUE BCEX MOJIHUH W TIYTOBWII; MBITbE TOJIOBBI WJIH pPacdeChIBaHHUE BOJIOC;
OJIHOBPEMEHHOE WCIIOJIb30BaHUE HOXKA U BUJIKH; TIepeiada MEJIKHX MOHET;

- 2 — CHMITOMBI B OJIHOW WJIM OOEHMX pPyKax, HapyIIAIIIHME BBIMOJHEHUE KAaKOTO-TMOO W3
MIEPEYNCIICHHBIX JCHCTBHIA, HO HE MPEMSITCTBYIONINE €0 BBHITTOJHEHUIO;

- 3 — CUMITOMBI B OJIHOM MM 00CHX pyKaX, MPEMSTCTBYIOIINE BBHITIOJHEHUIO OJTHOTO WIIH JBYX W3
MEPEYNCIICHHBIX JEHCTBUN;

- 4 — cUMIITOMBI B OJTHOW WM 00EWX pyKax, MPEMATCTBYIONIUE BBIMOJHEHUIO TPEX WU BCEX W3
MEePEYNCICHHBIX JEHCTBUN;

- 5 — coBepleHNe 1eJIeHAaPaBIECHHBIX IBHKEHUN pyKaMi HEBO3MOKHO.

OreHka B Oajutax Il HIKHUX KOHEYHOCTEN:

- 0 — xonp0a HE HapyIIeHa;

- 1 — xoap0a HapyIIeHa, BO3MOKHO CaMOCTOSITEIIbHOE TIEPEIBMKEHUE BHE TTIOMEIIICHHS;

- 2 — s XoApOBI BHE MOMEIIECHUS HEOOXOIUMO HCIIOJIB30BaTh OJHOCTOPOHHIOK OMOpPY (TPOCTH,
KOCTBLJIb, TOJICPXKKY APYTOro YeJI0BEKa);

- 3 — 11 X0ApOBI BHE TIOMEIIICHHS HEOOXO0IMMO HMCIIOJB30BaTh ABYCTOPOHHIOIO OTOPY (1IBE TPOCTH,
KOCTBLIH, MOICPKKY JIBYX YEIIOBEK);

- 4 — s MepeaBKEHUS BHE TOMENICHHUS HEOOXOIUMO KCIOJB30BaTh MHBAIMIHOE KPECIO; MpHU
ATOM COXPaHSETCs CIOCOOHOCTh BCTABATh M JIeJaTh HECKOJIBKO IIaroB ¢ TOCTOPOHHEH MOMOIIIBIO;

- 5 — mepenBwKEeHHE B MHBAJIUIHOM KpecJye; MalMeHT He CIIOCOOEH BCTaBaTh U ClIENaTh HECKOJIBKO
IIaroB C MOCTOPOHHEH TOMOIIIBIO.

[Ikayia "ITHONOrUS U J€YEHHE BOCHAIIUTEIBLHON HeliporiaTun"
Hapymenue GyHKIIMM BEpXHUX KOHEUHOCTEH
1. meroTes M y manueHTa Kakue-1100 CUMIITOMBI B pyKaX, HallpuMmep, oKajlbIBaHUE, OHEMEHHE, 00JIb
WK cnabocTh?
Jla -
Her (ecnu Hert, nepeiiaute K pa3zaeny "Hapymenne GyHKuMM HUOKHUX KOHEUHOCTEH'") i
2. Beibepure 0JH BapHaHT OTBETA B KAXKJIOM CTPOKe:

Hencrteue He Hapymeno Hapymeno, Ho HeBo3moxHO
BO3MOKHO
3acTeruBaHue BCEX MOJHHUM H
ITYTOBUI]
MBITbE TOJIOBBI WM PAacuyeChIBAHUE
BOJIOC

O,Z[HOBpCMCHHOC HCIIOJBb30BaHHUEC
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HOXa U BUJIKU

[Tepenaua MeJIKUX MOHET
Hapymenne GpyHKIMM HUIKHUX KOHEYHOCTEH
1. Hapymiena nu y nanuenra noxoaxa?

Jla -
Her U
2. Beibepure 0JH BapHaHT OTBETA B KAXKJIOW CTPOKE:
Bomnpoc Ha Her Henpumennmo
Kak mnanmeHT mnepememiaercsa 1o
ynute?
1. bes MO IIEPKKH
(camMOCTOSITENIBHO).

2. C omHOW TPOCTHIO WU OJIHUM
KOCTBIJIEM HJIM C OTIOPOM Ha YbIO-TO
PYKY.

3. C n#ByMa TpPOCTAMHM WU
KOCTBUISIMU WJIM C OJHON TPOCTHIO
WIN OJHUM KOCTBUIEM M ONOpOM Ha
YbI0-TO PYKY WM C XOJAYHKaMHU.

4. Ha uHBauHOM Kpeciie

Ecimn MalUEHT HCIIOIB3YET
WHBAJUJHOE KPECJO, MOXKET JIU OH
BCTaTh U MPOMTH HECKOJIBKO LIaroB
C IIOMOIIIBIO OJJHOTO YEJIOBEKA

[Tpunoxenue '3
LLikana oueHKU cTeneHn HeBponaTUYeCKUX HapyLUeHUN

Ha3Banue Ha pycckom sizbike: 1lIkana O1eHKH CTeeHN HEBPOIIATHUECKUX HApyIICHUN

OpurunanasHoe Ha3Banue: Neuropathy Impairment Score (NIS)

HUcrounuk  (odunuanbHeli  CcaliT  pa3pabOTUYMKOB, myOIuKaIus c BaJIMIAIeH ):
https://onlinelibrary.wiley.com/doi/10.1002/ana.410080608

OdunmanpHas BaJuIUpOBaHHAS BEPCHUS, MyOIMKAIIHS B ICUYATH

Tun (moauepkHyTH):

- [IKaJIa OIICHKU

- UHJICKC

- BOIIPOCHHK

- pyroe (YyTOUHUTB).

Ha3znadenue: npoBecTr 0OIIYIO OIICHKY HEBPOIIATUYECKOTO Ae(DUITUTA, a TAKXKE OLEHKY OTACIBbHBIX
MapaMeTpoB: YEPENHbIE HEPBBI, MBIIIEYHAs CJIA00CTh, pedIEKChl W UYYBCTBUTEIbHBIC HAPYIICHHUS.
Hapymienust BBISIBISIOTCS IPU HEBPOJIOTUYECKOM OCMOTPE, IIPU KOTOPOM MPOBOIUTCS OIIEHKA BCEX ITHX
(b yHKIIHIA.

Copepxanne (mabnon): Illkana wunBamuauzammu NIS MO3BONSET OLIEHWBATH BBIPAKEHHOCTH
HEBPOIMATUYECKUX HApYIICHWH 1O CPaBHEHHIO C HOPMOW B 3aBHCHMOCTH OT METOJa OILIEHKH,
JOKaNMu3aliy, BO3pacTa, MoJia, pocTa, Macchl Tena W ¢uszndeckoil Qopmbel. OleHKa HapylieHUN
ompesensercs B 0aljlax Ha OCHOBAaHUU PE3yAbTaTOB HEBPOJIOTHUECKOTO ocMOTpa. OlleHKa TaKTHIBHOM,
00JeBOi ¥ BUOPAIIMOHHOW YYBCTBUTEIHHOCTH MPOBOJMUTCS HA THUILHOUW CTOpPOHE MUCTANbHOU (hamaHru
yKa3aTeJNbHOTO TaNblia PYKH U OOJBIIOTO Mablla HOTU B 00JACTH OKOJIOHOTTEBOTO BajHKa. TaKTUIbHAS
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YyBCTBUTEJIBHOCTh OLICHUBAETCSA IPU IOMOIIM INPUKOCHOBEHMS JJIMHHBIM BOJIOKHOM Batbl. OleEHKa
00J1eBO YYBCTBUTEIBHOCTH — IMPH MOMOIIM YKOJja urioi. OueHka BUOPALIMOHHON YYBCTBHTEIBHOCTH
IIPOBOJUTCS C MOMOILBIO KamepToHa 165 ', OueHnka cycTaBHOTO 4yBCTBA IIPOBOAMTCS MPU COBEPLIEHUU
JBYDKEHUS TUCTANBHOM (ajlaHTH yKa3aTeIbHOTO Mablia PyKH U OOJIBIIOrO Mabla HOT.

Kirou (uHTEpnperanus):

OHGHKa MBIIIICYHOM CHJIBI

0 = Hopma 3,25 = BUKEHUE C IPEOJO0ICHUEM CUIIbI TSDKECTU
1 = camxenue Ha 25% 3,5 = nBrkeHue 06e3 MPEeoI0JICHUS CUITBI TSDKECTH
2 = cumxenue Ha 50% 3,75 = cokpanieHue MbIIII 0€3 JBUKEHUS

3 = camwkenne Ha 75% 4 = napaymu

Orenka pediiekcoB

0 = HopMma; 1 = CHM)KEHUE; 2 = OTCYTCTBHE
OneHka 4yBCTBUTEIBHOCTH

0 = HopMma; | = CHM)KEHHe; 2 = OTCYTCTBHE

[Taruentam B Bo3pacte 50-69 €T npu BHISBICHUM CHH)KEHUSI axWJUIOBBIX pediekcoB ctaButcs 0
OamoB, mpu ux oTcyrcTBUM — 1 Oamn. Ilanmentam B Bo3pacte crapuie 70 JeT mpu OTCYTCTBUHU
axXuIIOBbIX peduiekcoB ctaButcs 0 6amios.

[IIkana olleHKH cTeneHn HeBponaTuyeckux HapyumeHu NIS

IIpaBast cropona JleBast cropona

UepenHbie HEPBHI | - 0 1 2 3 32 (35 |4 - 0 1 2 3 3,2 |35 |4
5 5

I1I mapa HepBOB 0 e e e e e R R e R N R A R R
VI napa nepsoB o (d (oo (o (oo (oo (o (o (oo (o (b
Crnabocts N I I 1 N e 1 N e A A N N A RE I R
MHUMHYECKUX
MBIIIIIT

Cna6ocrs  wMemun|[] |0 |0 |00 | [
MATKOTO HeOa

Cmabocrs wmemun|[] | (O (O |0 |0 (O (O (0O |0 (O (O (O (O {0 [0

SI3bIKA
Cymma OanoB B

[
[
J
J
[
[
J
J
[
[
J

pPas3aciic

Meinieunas CJ'Ia6OCTB

JpIXaTenbHbIE I e e 1 e e e O e e L A A R R R A A
MBI I

Crubanue neu (2 I e e e e R e N e R e R A A A A R A
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CycraBHo- [ [ [ [ [ [ [ [

MBIIIIEYHOE
9yBCTBO
UyBCTBUTENBHOCTD | - 0 1 2 - 0 1 2
— OombIION mMmaer
HOT'U

TaxkTnnpHas

BoneBasa

Bubparnmonnas

O O &) &=
) O] &) &=
O O &) &=
) O] &) &
O O &) &=
) O] &) &
O O &) &=
) O &) &

CycraBHO-
MBIIIICYHOC
4YBCTBO

Cymma OawioB B
paszzuene

ITpunoxenne ['4

LLikana oueHKM nHBanuAanM3aumMm naumeHToB ¢ cuHapomom MNneHa-bappe, xpoHnyeckon
BOCMNanUTenbHOW AeMUEeNTMHU3NPYIOLLEeN NofIMHeMponaTtuen n nonmHenponaTmnen,
accouMnMpoBaHHOM C MOHOKNOHaNbHOW raMManaTmen HeACHOro 3Ha4YeHUA

HaszBanue Ha pycckom s3bike: Illkana oueHKHM MHBaIUIU3allMU MAIMEHTOB C CUHIpoMoM [ uiieHa-
Bappe, XpoHHUYECKOW BOCHAIUTEIBHOW AEMHUETMHU3UPYIOUIECH MOJUHEHPONaTUENd M MOJUHEUpPOIaTHE,
aCCOLIMMPOBAHHON C MOHOKJIOHAJIbHOW raMManaTued HEsICHOTO 3HAYEHHSI.

OpurunansHoe HasBanue: Inflammatory Rasch-built Overall Disability Scale (I-RODS)

HUcrounuk  (odumuanbHeli  CcalilT  pa3pabOTUYMUKOB, myOuKams C  Bamuaamuen):
https://n.neurology.org/content/76/4/337.long

OdunmanbHas BaIMAUPOBAHHAS BEpCHUs, ITyOJUKAIUS B ITeYaTH

Turn (o T4EPKHYTH):

- IIIKaJIa OLICHKHU

- HHJIEKC

- BOIPOCHUK

- npyroe (YTOYHHTB).

Ha3nauenue: OLleHUTh B3aMOCBSI3b MEXY COCTOSHHEM 3J0POBbsSl U MOBCEIHEBHOW aKTUBHOCTBIO,
OIICHUTH BIUSHUE MMOJIMHEUPONATUH Ha BBHIOJIHEHUE €KEHEBHBIX ICHCTBUI B OBITY M OOIIECTBE.

Coneprxanne (11aba0H): MAIMEHT CaMOCTOSATEILHO OTBEYAET HA BOMPOCHI, CBA3aHHBIC CO CTEIICHBIO
OTPaHUYCHUS TTOBCEAHEBHON aKTHBHOCTH W BBITIOJHEHHUS OBITOBBIX 33J1a4, B CBSI3HM C MOJMHEHpOIAaTHEH.
OTBeT Ha BOMPOC 3aMUCHIBACTCS B BUJE BHIOOpA OJTHOTO BapuaHTa OTBETa B COOTBETCTBYIOILIEM CTOJIOIE
KPECTHUKOM.

Kitou (uHTepIipeTanus): pe3yabTaT OIlEHHBAETCs B OayljlaX: yeM BbIIIe Oalll, TeM MEHbIIIE MalueHT
WCIBITHIBAET OTPAHUYCHUI B OBITOBOI aKTUBHOCTH.

[[lxkana OLIEHKM HHBAJIMAU3ALMU TALMEHTOB C CUHIpoMoM ['miteHa-bappe, XpoHHUYECKOM
BOCHAJMUTENBHON JAEMUEIMHU3UPYIOUIEH TOJIUHENPONIaTUEd U TOJIMHENpONaTUel, aCCOUMUPOBAHHON €
MOHOKJIOHAILHOM raMManaThell HesICHOTO 3HAUCHHS.

OpurunansHoe HazBanue: Inflammatory Rasch-built Overall Disability Scale (I-RODS)

Ouennre CBOIO CIOCOOHOCTD Bribepure oJ1MH BapHaHT OTBETA U MOCTaBbTE KPECTUK
BBINIOJIHATD CJIEAYIOIUE NEHCTBUS:

0 = He mory | 1 = BBITIOIHAIO C ‘ 2 = BBINOJIHIIO JIETKO
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BBIINIOJIHUTH

TPyJIOM

UuraTe razery UM KHUry

[IpuHUMaTh Uy

YuctuTh 3y0BI

ITOMBITh BEPXHIOIO YaCTh TEJIA

ITonp30BaTbCs TyaneTom

Cnenateb 0yTepOpoT

Hanerp opexay Ha BEpXHIOI
4acTh TeNa

TIoMBITE HU)KHIOIO YacTh TeJla

[TepenBuHYTH CTYI

CxouTh K Bpauy

[TpunsaTh My

ITombITh IOCYRY

CxoauTh B Marasud

[loiimare mpeaMer (Hampumep,
MsT4)

HaxnoHuTbCS M TOAHATH MPEIMET

E3gutn B 00I11eCTBEHHOM
TpaHCIIOPTE

XoauTh U 00XOTUTH NPENSTCTBUS

[Ipo¥iTn mo ynuie paccTOSHHUE 10
1 xm

[lepeHecTn M MOJOXKUTH TAKEITBIN
peMeT

TanneBaTh

HaXOIH/ITI)CSI B IIOJIOKCHHUU CTOA
HECKOJIBKO 4aCOB

berate

CymmMma 6ajuioB:

LLikana ctatyca aktuBHoctn XBOI

Hazpanwue Ha pycckom s3bike: [lkana cratyca aktuBHOCTH 3a601eBanust XB/II1

[Tpunoxenue 'S

Opurunansroe Hassanue: Chronic inflammatory demyelinating polyneuropathy Disease Activity

Status (CDAS)
Hcrounuk  (oduimaibHbIA

caiitT  pa3pabOTYUKOB,

My OUKaIHs

https://onlinelibrary.wiley.com/doi/10.1111/j.1529-8027.2010.00284.x

Tun (moaYepkHyTH):
- IIKaJia OLIEHKU

- HHJIEKC

- BOTIPOCHUK

- pyroe (YyTOYHUTH): Kilaccu(uKaIus akTHBHOCTH 3a00JIeBaHUS

Ha3nauenwue: oneHka akTUBHOCTH 3a0oseBanus XBJIIT

c BaJIMIAIECH ):

Copepxanue (mabnon): knaccudukanus CDAS ocHOBaHa Ha KIMHUYECKOHN OLIEHKE, MPOBOIUMOMN
JeYalIuM BpadOM: YYHTHIBACTCS JUIMTEIHLHOCTh 3a00JieBaHUs, KIMHUYECKHI OTBET Ha TEparwio,
PE3yIbTaThl HEBPOJIOTUYECKOTO 0OCIEIOBAHMS U JITUTEIBHOCTD JICUCHHUSL.
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Kirou (uHTEpripeTanus): Ha OCHOBAaHUU KJIMHMYECKOW OLEHKH MPHUCBAUBAETCS CTATYC aKTUBHOCTH
3a00JeBaHMs: M3JICUEHUE, PpEMHCCUs, CTa0MJIbHOE aKTUBHOE 3alojieBaHHe, YIydIICHHE WU
HeCcTaOMIIbHOE aKTUBHOE 3a00JIeBaHME.

[lkaina craryca aktuBHocTH 3a0oseBanust XB/II1 (CDAS)

1. U3neuenue: >= 5 et Oe3 jeueHUs

A. JlaHHble 00cne0BaHus B IIpeieiax HOPMBI

B. INarosnornyeckne u3MEHEHUs IPU 00CTIeTIOBAaHUHU, CTAOMIN3aIlHsI/ YITyUIICHuE
2. Pemuccus: <5 net 6e3 nedeHus

A. JlanHble 00cne10BaHus B IIpeieiax HOPMBI

B. [latonornueckue n3smeHeHus npu 00CIeJOBaHUH, CTAOMIN3aLUs/yTydllIeHHe
3. CrabusbHOe akTUBHOE 3a00sieBaHMe: >= 1 roaa, Ha OHE JeueHus

A. JlanHble 06cne0BaHUs B IIpeieiax HOPMBI

B. [laTosornyeckue u3sMeHeHHs pu 00CIIeJOBaHUH, CTAOUIN3aLUs/yIyUIlIeHH e
4. Yyumenue: ot >= 3 mecsues 10 < 1 roga, Ha GoHe JeUeHHs

A. JlanHblie 06cneoBaHus B Ipeierax HOPMBI

B. [TaTosornyeckue n3MeHeHUs pu 00CIeJOBaHUH, CTAOMIN3aLUs/yIydllIeHHe
5. HecrabwibHoe akTHBHOE 3a00JieBaHME: TMATOJOTMUYECKWE M3MEHEHHs MpH OOCIeTOBaHUHU C
MPOTPECCUPYIONINUM FIIH PEIUINBUPYIOIINM TCUCHUEM <*>

A. Panee He moJtyyas Je4eHus WK MPOJIOJDKUTENIbHOCTD JIeUeHUs < 3 MecsLEeB.
B. bes neuenus

C. Ha done neuenus

<*> 5B u 5C OTHOCHTCS K MalMEeHTaM, KOTOpbIe ObLTH pepaKkTepHBI K JCYCHHUIO TIPH MPUMEHCHUH
MpebIAyIIel Teparuy WiIK Y KOTOPbIX BOZHUKIIO YXYAILLIEHUE, HECMOTPSI Ha MPOJOJDKAOIIEecs JIeUeHHeE.

Hogeie, uznanneie B 2020-2026 rr. 11 ourmanbHo yrBepKAEHHBIE MuH31paBomM PO,
KIMHUYECKHE PEKOMEHIAIMH (PYKOBOJICTBA, IIPOTOKOJIBI JICUCHHS) — Ha HAIIIEM CaiTe.
WHTEepHeT-CcChUIKA:
http://disuria.ru/load/zakonodatelstvo/klinicheskie_rekomendacii_protokoly lechenija/54.

Ecnu rae-to keM-To IaHHBIN JOKYMEHT ObLI paHee pacreuaTaH, JaHHOe n3oopaxenne QR-koma
ITOMOJKET BaM OBICTPO MEPEUTH 10 CCHUTKE ¢ OYMaXKHOW KOIMK — B HEM HAXOJIUTCS dTa CChLIKA.
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