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TepMuHbI U onpeaeeHUs

XpoHnyeckas  BOCHAJIUTEIbHAS  JAeMHEIHMHU3UPYIOIIAsh  MOJHPAAUKYJIOHeHponaTus
(XBAII) — rpynna XpOHUYECKUX JU3MMMYHHBIX HEHPOIATHM, T'€TEPOr€HHBIX M0 KIMHUYECKOU
KapTHHE, XapaKTepU3YIOLIMXCS  NPOrpecCUpyIOLMM B TedeHue Ooiee &  Hedenb
TFCHEPAIM30BAHHBIM ~ [TOPAXCHUEM IPOKCUMAIBbHBIX M JMCTAIbHBIX OTHEJIOB  TOJICTBIX
YYBCTBUTEJIbHBIX U IBUTATEIbHBIX HEPBHBIX BOJIOKOH.

IlepBuunass naroreHernuyeckasi tepanmus XBJII — sedenuwe, noydyaeMoe MalMEHTOM
BIIEpBBIC II0CJIE YCTAHOBJICHUS JMAarHosa. B pamkax NEepBUYHON NATONEHETUYECKOM Tepanuu
XBII npoBoautcs aedenue npenaparamu 1 meronamu rnepsoi aunuu: ['K, BBUT win [1D.
HonnepxkuBawmas naroreHerudyeckas repanuss XB/III — neyenue, nonydyaemoe naueHTOM
C LETbI0 TOAJEPKAHHUS CTAOWIBHOTO COCTOSIHHSI, PEMUCCHH, NPOQHIAKTHKU perunusa. B
paMKax MOoJJIepKUBAOIell Tepaluy Ha3HA4yaloTCs MpenapaTbl U METO/Ibl EpBOI W/WiIM BTOPOM
JIMHHH.

I'moxokoprukonasl (I'K) — cunTernueckue npenaparbl (aHAJOTHM SHIOTEHHBIX T'OPMOHOB,
IPOAYLMPYEMBIX KOPOH HAANOYEYHHUKOB), KOTOpPbIE OKAa3bIBAIOT IPOTUBOBOCHAIUTEIBHOE,
JIECCHCUOMIM3UPYIOIIEe, HWMMYHOJCIPECCHBHOE, IPOTHBOIIOKOBOE W  AHTUTOKCHYECKOE
nencteusd. 'K — 3T0 MenmkameHTO3HBIM MeToJ naroreHerndeckor tepanuum XBJIII nmepoit
nunuu. Beicokono3nas tepanusi ['K moapaszymeBaer nepopanbHbIi MIPUEM MpenapaToB B a03e |
MI' Ha KI' Beca MallMeHTa €XKEIHEBHO WM Yepe3 JeHb B TeUeHHE 1-2 MecsAlEeB ¢ MOCIEAYIOUUM
IIOCTEIIEHHBIM CHM)KCHHUEM J03bl 10 MUHUMAJIBbHOW MOANEP/KUBAIOIIEH WX 10 MOJTHONW OTMEHBI
npernapara.

BbicokooObeMHbIil TepaneBTHdeckuil miaasmagepes (IIP) — 310 dKCTpakopnopanbHBIN
meros mnatoreHernueckoil tepanuu XBJ/III mepBoil nuHuMu. BpicokooOBeMHBIN Mina3madepes
NoJpa3yMeBaeT yJjajleHHe I1a3Mbl CyMMapHO 3a Kypc He MeHee 140 Mul/Kr Beca MmarieHra.
BuyrpuBennass BbICOKOA03HAss uMMYyHorepanuss (BBUT) — mMenukaMeHTO3HBIM METOX
narorenernueckor tepanun XBJIII mepBoi nuHMH, IPU KOTOPOM HA3HAYAKOTCS Ipenaparsl
BHYTPUBEHHOTO HMMYHOIJIOOyJMHa dYenoBeka HopManbHoro (BBUI) ¢ coxpepkanuem
uMMyHOTII0oOyHa Kkitacca G He meHee 95%. BBUT moapazymeBaeT BBeICHHE Tpernapara B
CyMMapHOM KypcOBOH 03¢ 2 TpamMma Ha Kwiorpamm Beca mnauueHTa. llomnepskusaromas
ummyHotepanuss BBUI' mpoBoautcs ¢ BBeaeHHEM 103, MOAOOpAaHHBIX HMHIAMBHIYaIbHO IS
kaxjaoro nanueHta (ot 0,4 10 2 rpaMMOB Ha KWJIOTpaMM Beca IMAalMeHTa), C BapUaTHUBHBIM
PEXKUMOM BBEJCHUS.

MoHOK/JIOHAJIbHASA TaMManaTus HeonpenejaeHHoro 3Hauyenuss (MI'H3) — cocrosinue, dacto
accoruupoBanHoe ¢ XB/III, xapakrtepusyronieecss cekpeuuen napamnpoTeruHa Ipu OTCYTCTBUU
KJIMHUKO-JTAa00paTOpHON KapTHHBI TeM00JIacTo3a.



1. KpaTkast uHgopManus mo 3a00jeBaHUS WIH COCTOSIHUIO (TpymIie
3200J1€BaHUI WJIH COCTOSIHUI)

1.1 Onpenejenune 3a00JeBaHNsI WJIN COCTOSHNSA (IrPYNNBI 3200 1€BAHNI HJIM COCTOSTHMIN)

XpoHHYECKass BOCHAIUTENBbHA  JEMHUEIMHUZHPYIOIIAs — I[OJIMPAIUKYJIOHEHPONIATHs
(XBAII) — rpynma reTeporeHHbIX M0 KIMHHUYECKOW KapTUHE NMPUOOPETEHHBIX, TU3UMMYHHBIX
HeHponaTuii, XapakTepU3yIOIIUXCsI POTPECCUPYIOMUM Ooiee 8 HeeNb U PEIUIUBUPYIOIIUM
TEYEHUEM, HUMEIOIIUE DIIEKTPOPU3NOIOTHYECKUE ¢ MAaTOMOP(HOJIIOTUYECKUE IPU3HAKU
JeMHUEIMHU3ALUN TepUPepudecKuXx HEPBOB, U OTBEYAIOLIME HA MMMYHOCYIPECCHBHYIO WU

UMMYHOMOIYJIUPYIOIIYIO Tepamnuio [1].

1.2 DTHoJiorusi_¥M_maToreHe3 3a00JieBaHUS WJIH _COCTOSIHHS (IpVIIbl_3a00JeBAHHI WJIH

COCTOSTHMI)

Ha cerognsmiHuii JeHb YETKHUE MCXAaHU3MBbI, ITPUYHUHBI PA3BHUTHA, a4 TAKXKC TPHUITCPHBIC

dakTopel 3a0oseBaHMsA 10 KOHIIA HE HM3YYEHbl, OJHAKO AU3MMMYHHBIH rene3 XBJIII ne
BBI3bIBAaCT COMHEHHMs. Psij1 sSKcriepuMEeHTaNbHBIX pa0OT Ha MOJIENSIX JKUBOTHBIX, a TAK)KE OTBET Ha
MMMYHOCYIIPECCUBHYI0 U HWMMYHOMOZYJIHPYIOLUIYIO TEpalUI0 YKa3blBalOT Ha HEOCIIOpPUMOE
ydyacTue B I[aTOreHe3e OO0JI€3HUM KaK KJIETOYHO-OIOCPEJOBAHHOIO, TaK U TyMOPaJIbHOIO
ummyHutera [2, 3]. VYuacTHe KIE€TOYHOTO UMMYHHMTETa TMOATBEPKAACTCA HAIUIHEM
BOCTIAJIUTENIBHBIX UHOUIBTPATOB B OMOMNTAaTaX MKPOHOXKHOTO HEpBa, mpeacTaBieHHbix CD8+ T-
kierkamu, CD4+ T-xnetkamu, makpodaramu; M3MEHEHHEM aKTUBHOCTH T-KJIE€TOYHOTO 3BEHA
WMMYHUTETA, TIOBBIIIEHUEM OJKCIPECCUU IUTOKMHOB M  JIPYTUX TMPOBOCHATHTEIIBHBIX
menuaropoB B kpoBu u L[CXK Gompabix XBJIIT [4-6]. YuacTiue B maToreHe3e ryMopaibHOTO
MMMYHHUTETA MOATBEpPKAAeTCd OOHapyXeHHEM B OMONTaTaX MKPOHOKHOTO HEpBa JIEMO3UTOB
KOMIUIEMEHTa U UMMYHOTTIOOYJIMHA Ha TOBEPXHOCTH IIIBAHHOBCKHUX KJIETOK U B KOMITAKTHOM
Clloe MHEMHA, HAJIMYUEeM aHTHUTENl B CHIBOPOTKE OOJBHBIX, CO3JAHMEM JKCIEPUMEHTATbHBIX
MojIesiell ¢ aKTUBHOM MMMYHH3aIlUeH Pa3HbIX CTPYKTYp HEpBa, a appexktuBHOCThIO [1D [7-9].

B Tedyenue nmocnennux S et ObLTM OOHAPYKEHBI aHTUTENA, accormupoBanHbie ¢ X B/III,
OTHOCSIIMECS K HOJAIbHBIM U MapaHoJaibHbIM Oenkam — Helipodacuun — 140, 155 u 186 (NF-
140, NF-155, NF-186), xonrtaktuH-1 (CNTN1), KOHTaKTHH-aCCOUMUPOBAaHHBIH OenoKk 1
(Casprl), HomanbHBIe M30QOpMBI HelipodaciuHa. [lepeuncieHHbIe aHTUTENA YacTO CBSI3aHBI C
TSDKEJIBIM TeUeHUEM 3a00JIeBaHMsl, pAHHUM BTOPUYHBIM aKCOHAJIbHBIM IOBPEKIEHUEM U INIOXUM
orBetoM Ha ['K m BBUI' [10-12]. KonmuectBo OompHbix XBJIII, umerommx aHTHTENna K

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



1.3 DnuaemMuoJ0rus 3a00JeBaHus NI COCTOSTHNS (IPYNIbI 3200J1eBaHNI HJIH COCTOSTHHI)

Pacnipoctpanennocts XB/III B mupe cocraister ot 1 1o 9 Ha 100.000 uenosek [9, 15,
16]. XBJII Bxomur B Ilepeuenr penkux (opdaHHbIX) Ooje3Held MUHUCTEPCTBA
3npaBooxpaneHus PO (ot 25.02.2020 r.). Cpenuuii Bo3pacT aebroTa 60s1e3uu 0kos0 50 jeT, HO
3a00JIeBaHHE MOXET JIMAarHOCTUPOBAThCS B JI0OOM Bo3pacte [17]. CoOTHOLIEHUE MYXKYUH M
xenmuH - 2 ¢ 1 [9, 15, 16]. ITo manueim CymoneBoit H.A., pacnpoctpanennocts XB/IIT B PD
Haxoautcs B mpenenax 1-3 ma 100.000 genoBek [18]. CoriacHo pesyiabrataM HCCIIEIOBaHUI
Kantumuposoit  E.A. (ma mnpumepe 3ATO IKenesnoropck KpacHospckoro kpas),
pacnpoctpaneHHocTs XBJIII, BkItoYas ceHCOpHBIM BapuaHT Oone3HH, coctaBuia 25,5 Ha 100
TBIC. B3pocioro Hacenenus [17]. KpymHbIX 3SHHISMHOJOTMYECKHX HCCICIOBAHHNA  I10

pacnpoctpanerHoctd XB/II1 B PO He mpoBoaAMIOCH.

1.4 Oco0eHHOCTH KOAMPOBAHNSA 3200JeBAHNS WM COCTOSHNA (rpynnbl 32000€BAHUN WJIHN

cocTosiHuif) 1m0 MeKIYHAPOJHOM cTaTHCTHYeCKOH kiaaccudukannu 0ose3Heil U npodJiem,

CBA3AHHBIX CO 310POBLEM

G 61.8 - [Ipyrue BocnaMTeIbHBIC TTOJUHEBPOIIATHI

G 61.9 - BocnanurenpHasi HOJTUHEBPONATHS HEYTOUHEHHAs
G 62.8 - [Ipyrue yTouHEeHHbIEC TOTUHEBPOMIATUI

G 62.9 - IlonuHeBponaTrsi HEYTOYHEHHAs

1.5 Kiaaccudukanus 3a001eBaHNA WINH COCTOSHUS (Irpynnbl 3200J1eBAHNH UJIM COCTOSTHHI)

Boigenenue knunndeckux BapuantoB XBJIII (THIMYHOrO M APYrux) BaXKHO MO NMPUYKHE
3HAYUTEILHON BapUATHBHOCTHU KIIMHUKO-3JIEKTPO(DH3UOTOTHICCKOM KapTHHBI,
MMMYyHONIATOTeHe3a, OTBETa Ha pas3HbIe BHUJIBI MaToreHeTH4eckon Tepanuu (Tabmuma 1) [1, 8, 9,
15, 19, 20].

Ta6auna 1. Tunuunas u Bapuantel XBJIII [1, 8, 9, 15, 19, 20].

XB/II Hous cpeau Beex
BapuanToB XBJIIT

1. Tunmunas XB/I1 50-70%

2. MynertudokansHas  XB/Il (wmm  mynbTHdOKaNbHAS 6-35%

npuoOpeTeHHass JEeMHUENIMHU3UPYIOIIas CEHCOpHas H
MOTOpHasl Helponartus; M cuaapoM Jlpronca-Camuepa)

3. Cencopuas XB/IIT 5-35%

4. Nucranpnas XBJIl wunm aucranbHas mnpuoOpeTeHHas 2-17%
JIEeMUACITHHU3ZUPYIOIAas CHMMETPHYHAs HEUPOTaTHS

5. Motopuas XBJI1T 5-10%




6. ®okanpaas XB/II 1%

1.6 Kaumnuueckasi KapTHHA 3200j1€BaHHMS] WK _COCTOSHHUA (Tpynnbl_3a00J1€BAHMH MM

COCTOSTHMI)

HaubGonee pacnpoctpanenHoit siBnsiercst tunwaHas XBJIII, kimHudeckas KapTHHA

KOTOpPO# xapakrepusyercs Hanmnuuem [1, 8, 9, 19, 20]:

e CHMMETPHUYHOIO BSJIOIO TeTpamape3a C pPaBHOMEPHBIM BOBJICYEHUEM JUCTAIBHBIX H
IIPOKCUMAJIbHBIX OTEJIOB KOHEUHOCTEN;

® HApYLICHUH MOBEPXHOCTHON U TITyOOKOH YyBCTBUTEIHLHOCTH IO MOJMHEBPUTHUECKOMY THUITY
(o Tumy "mepyaTok u royib()/HOCKOB");

® CEHCUTHBHOMW aTaKCUH, TPEMOpPA PYK;

® CHIDKCHHEM HJIU BBITIAJICHUEM CYXOXHIIBHBIX PEQIIEKCOB.

Kpaitne penko HaOnoaercs BOBJIEUEHHE AbIXAaTENbHOM MYCKYJaTypbl M IOpa)KeHUE
YyepernHbIX HEPBOB (Yallle JUIeBOro Hepsa). Ha mo3nHux cragusx 00J€3HHM BO3MOYKHO pa3BUTHE
runoTpoguu  MeImi.  JIBurarenpHble  HapymieHHsS ~OOBIYHO  Oojiee  BBIPAXKEHBI, YeM
YyBCTBUTEJbHbIE. BereraTuBHblE HapylleHUS W HeHponaTH4YecKuil OO0JIEBOM CHUHAPOM HE
xapaktepHsbl 1 Tunuanoit XB/II1. [TpusnakoB napymenus ¢pynkiuu [THC 1 Ta30BbIX opraHoB
He HabOmogaercss. CTeneHb HEBPOJIOIMUYECKOro Je(UuUTa MOXKET BapbUpOBaTh OT JIETKOH 0e3
CYLIECTBEHHOI'O OTPAaHUYEHHUS MEPEIBUKEHUS M CaMOOOCITYXUBAaHHUS A0 TSDKEJIOW € MOJIHOM
3aBHCHMOCTBIO OT TIOCTOpOHHEH momortnu [1, 8, 9, 19, 20].

Bropeim mo pacnpoctpaneHHocTH BapuaHToM XBJIII sBisercs MynbTH(OKalbHas
HNpHOOpETeHHAs AEMHUEINHU3UPYIOLIasi CEHCOpHAsi U MOTOpHasi Helipomatus (ot anri. multifocal
acquired demyelinating sensory and motor neuropathy, MADSAM) wnu cunapom Jlbrouca-
Camuepa. Knunuueckass kaptuHa, B oraumuve ot tunuuHoii XBJIII, xapaxrtepusyercs
aCUMMETpUEH HapyIIEHHWH M TOPAaXEHUWEM II0 THUILy MHOXXECTBEHHOH MOHOHEHPOIIATHH.
CBOWHCTBEHHO NMPEUMYILIECTBEHHOE BOBJICUEHUE BEPXHUX KOHEUHOCTEH. Y yacTh OOJIbHBIX IO
Mepe pa3BUTHUS OOJIE3HH CUMIITOMATHKA MOXET MEpPEeUTH B TUIUYHYIO cuMMeTpuunyo XBJIIT
[1,8,9,19-21].

Ha nomio cencopnoro Bapmanta XBJIII, xoTopblif yacTo neOHOTHpPYET C MOpaKeHUs
HUOKHUX KOHEYHOCTEW, MpuxoguTcs 10 5-35% oT Bcex BapHaHTOB 0o0ie3HU. XapaKTepHbI
CEHCUTHBHAs aTaKCHUs W IOJIMHEBPUTUYECKWNA THUI YYBCTBUTENIBHBIX HApyIIEHWWA. MplmiedyHast
ciabocTh OTCyTcTBYeT. llpm Hamuuuum HeHpoPHU3MOIOrMYECKHX MPU3HAKOB MMOPAKEHUS
MOTOPHBIX HEPBHBIX BOJIOKOH IO JaHHBIM 3JIEKTPOHEHpPOMHUOrpaduu CTUMYIISIIMOHHON OJHOTO
u Oonee HepBoB (DHMI) ycranaBiuBaeTcsi IMarHo3 «IpPEeHMMYIIECTBEHHO CEHCOPHBIA BapUaHT

XBAII». JlonrocpouHble HCCIIEAOBaHUS MOKa3aliv, 4yTo CeHCOpHbId BapuanT XBJIII wacto



ABIIIETCS MPEXOAIed KIMHUYEeCKOW cTanued O0le3HH, KOTopas NpPEIIIeCTBYET IMOSBICHHUIO
MbIIIe4YHOU crabocty nmpuMepHo y 70% nanwmentos [1, 8, 9, 19, 20, 22].

JucranpHas NpuoOpEeTeHHas JAEMUEIUMHU3UPYIOLAs CHUMMETpU4YHas Heilponartus (Ot
anri. distal acquired demyelinating symmetric neuropathy, DADS) — Bapuant XBJ/III ¢
MIPEUMYILECTBEHHbIM WJIM WU30JMPOBAHHBIM BOBJICYEHUEM JIMCTAJIbHBIX OTIEJIOB KOHEUHOCTEH
(kucted m crom), C TUNMYHOM KapTUHONM CHMMETPUYHOIO IOJIMHEBPUTHUUECKOIO CEHCO-
mMoTtopHoro nopaxenus [1, 8, 9, 19, 20, 23, 24]. /luarHocTHKa JaHHOTO BapUaHTa OCIOXKHICTCS
CXOKECThIO KIIMHUYECKHUX IPOSBICHUN C HACIEACTBEHHON MOTOPHO-CEHCOPHOW HEMpOnaTuen, ¢
napanpoTenHEMUYECKUMHU JEMUETUHU3UPYIOLIIUMU HEHPOIATUIIMH, a  TakKxke c
nojuHeiponarusamu apyroro renesa (Ipunoxenue A3).

MotopHbiii Bapuant ©Oone3nu oOHapyxwuBaercs y 4-10% mnaumentoB ¢ XBUIL.
XapakTepus3yercsi MUHUMalIbHOU BBIPAXKEHHOCTHIO (mpeumylnecTBeHHO MoTtopHas XBII) wnu
OTCYTCTBHEM CEHCOPHOTO JAe(uIINTa, CUMMETPUYHBIM BSJIBIM TETpPArape3oM C BOBJICUCHUEM
IIPOKCUMAJIBHBIX W JUCTAJIbHBIX OTAENOB, a TAaKXe HEJOCTaTOYHbIM OTBETOM Ha
natoreneTnueckyro tepanuio 1 muaun: 'K u [T [1, 20, 25].

IIpu doxanpHOM Bapuante XBJIII B maTojormueckuii mpoiecc BOBICKAOTCS ILICYEBOC
WIH TOSICHUYHO-KPECTIIOBOE CIUIeTeHHe, mepudeprudeckrue HepBbl 1-3 CErMEeHTOB € OJHOMN
CTOPOHBI, €II€ pekKe CHUMIITOMATHKA MPEICTABIEHA B BHUJE MOHOHEWpornatnu. PoKaabHbIN
BapranT XBJIIl HekoTophlMM aBTOpaMu paccMmaTpuBaeTcs Kak ¢opma cuHapoma Jlprounca-
Camuepa. C TeueHHMEM BPEMEHHM BO3MOXHA TIEHEpajau3alus NaTOJOTHYECKOro Ipouecca |
Tparncopmalys KIMHUYECKOW KapTUHBI B TUMUYHBIA CUMMETPUYHBIA WU MYIbTU(OKATBHBIN
acummerpuuHblii Bapuantel XB/IIT [1, 8, 9, 19, 20].

ITpu tunmynoii XB/III 1 e€ BapuaHTax HEBPOJIOIMYECKUE HAPYLIECHUS B I10JABIIAIOLIEM
OOJIBIIMHCTBE CIIy4aeB HEYKJIOHHO MPOTPECCUPYIOT WM HaOI0JaeTcsi BOJHOOOpPa3HO-
peLUANBHUPYIOIIEe XPOHUUECKOE TEUEHUE C HapacTaHHueM cUMITOMOB Oosiee 8 Henenb. [lo 16%
corydaeB XBJIII moker pa3BHBaThCs OCTPO W B Je0I0T€ MO KIMHUKO-aHAMHECTHYECKUM,
HEHpO(U3HOIOTHUECKUM XapaKTepUCTHKaM HE OTIMYaeTcs OT OCTPOW BOCHAIUTENbHOMN
nemuenvHusupyoomerd  monuHepormatun  (OB/III). HanmexHBIX UHCTPYMEHTANbHBIX U
7a00paTOpPHBIX METOJOB JUIs mpoBeneHus auddepeHunansHoro numaruosa mexay XBII c
octpeiM Havasiom u OBJIII Ha moment nebrota Her. JuarHo3 XBJII npu octpom paszButum
CUMITOMATUKU YCTaHABIIMBAETCS B CIy4yae MpPOTrPECCHpOBaHUS HapyIIEHUH B TeueHue Oosee 8§
HeleNb WAM TpU HaIMYMKA 3X DSNU30[0B YXYIUIEHWH, HECMOTpPS Ha IPOBOJUMYIO
naToreHeTHueckyr tepamnuio [1, 8, 9, 18, 19, 20].

B Hacrosimuii MOMEHT paccMaTpuBalOT OTAeNbHO (He B paMkax BapuantoB XBJIII)

XPOHUYECKYI0O MMMYHHYIO CEHCOpHYIO nonupagukyinonaturo u XB/III, accouumpoBaHHyO C
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AQHTUTEIAaMU K HOJAJIbHBIM M NapaHOJAlIbHbIM aHTHUreHaM. CHMITOMOKOMIUIEKC MpHU
XPOHUYECKOW HMMYHHOM CEHCOPHOW IIOJMPAAUKYJIONATUHA IPEACTABICH  BBIPAKEHHOU
CEHCUTUBHOW aTaKCME€W W YYBCTBUTEIbHBIMU [OJUHEBPUTUYECKUMH HAPYIICHUSMH; a
JUAarHOCTHKAa MOYKET BbI3BAaTh 3HAUYUTENbHBIE 3aTPyJHEHHUs, NOCKOJIbKY npu OHMI -
MCCJIEI0BAHUY NIATOJOTMYECKHE U3MEHEHHS HE BBISIBIISIOTCS BCIIEICTBHE MTOPAXKEHUSI CEHCOPHBIX
KOPEIIKOB Ha MPETraHIrIIMOHAPHOM YPOBHE U MHTAKTHOCTH JBUTraTEIbHbIX BOJIOKOH. [{ns XB/III,
acconuupoBannoil ¢ I1gG4 anturenamm K HelpodacuuHy-155 u KoHTakTHHY-1, XapakTepHBI
Oonee paHHUN Bo3pacT naebroTa 3a00JieBaHUs, CEHCUTHBHAS aTaKCHUs, BBIPAXCHHBIH TPEeMOp
KOHEYHOCTEH, a TakKe BOBJICUCHHE IIEHTPAIbHON HEPBHOW CHUCTEMBI Yy psifa OOJbHBIX;
BO3MOKHO arpecCMBHOE TEYEHUE 3a00JICBaHUSI W paHHEE BTOPUYHOE BOBJICUYCHHE AKCOHOB
nepudepuueckux Hepsos [1, 10-14, 19, 20, 26].

XB/JII moxeT pa3BUBaThCS U MPH TaKUX COCTOSIHUSAX U 3a00JI€BaHUIX, KaK C CaXapHBI
nuaber, MoOHOKIOHanbHas rammanatus IgG wunum  IgA  HeompeneileHHOro  3HAYEHHS,
MOHOKJIOHaNIbHAsE ramManatus IgM 6e3 antuten k MAG, BUY-undexuus, 3710kauecTBEHHbIC
HOBOOOpa3zoBanus. OHAKO B HACTOSIIMA MOMEHT HE MOJIYYCHO YOCIUTEIbHBIX JIOKA3aTeIhCTB
B3anMocBsa3u XBJIII ¢ stumu 3aboneBanusimu. B HekoTopwix ciayudasx XBJIII moxxer OBITH
BbI3BaHa [IPHEMOM JIEKAPCTB MJIK OHoJornueckux mpenaparos [1, 10-14, 19, 20].

Juddepenunanbublii quarno3 npu tunuuHot XBJIII n e€ BapmaHTax mpejacraBieH B

[Tpunoxxenun A3.

2. JlInarHocTuka 3a060JieBaHUs UJIH COCTOSTHUSA (TPyNNbI 3200/ 1eBaHU WIIN
COCTOSIHMI), MEIULUHCKHUE MIOKA3aHUA U MPOTHBONOKA3AHUSA K IPUMEHEHUIO
METOA0B IMATrHOCTUKH

2.1 ’Kaao0Ll ¥ aHAMHE3

° Pexomenayercsa mnopospeBars XB/III y mnanumeHTOB € NpPOrpecCUpPOBAHUEM  BSIIOTO
TeTpanape3a U 4yBCTBUTEIBHBIX HAPYIIEHUU IO TMOJWHEBPUTUYECKOMY THIy B TEUEHUE
Oostee 8 Hemenb ¢ IEbI0 CBOEBPEMEHHOM AMarHOCTHKH 3aboneBanus [1, 9, 19, 27-30].
YpoBenb  yOenutesbHOCTH  pekoMenaauuid C  (YypoBeHb  J0CTOBEPHOCTH
JI0KA3aTeJbCTB — 5)

KommenTapmii: nayuenmor npeovsgnsiom canobvl Ha clabocmev Mwvluy pyK U
NpeuUMyWecmeeHHo Ho2, U3MEHeHUe HNOXO0OKU, MpyOHocmu npu 6eze U nooveme No
JleCmHuye; Ha OHeMeHUe, CHUNCEHUE 4)8CMBUMEeNbHOCMU Kucmetl u cmon. B psoe ciyuaes
becnokoum Heycmouyusocms npu xoovoe. XKanobvl Ha Heuponamuyeckyio 00.b,
HapyuleHue 3peHus, 210Manus, ObIXAHUs, (YHKYUU MA308bIX OP2AHO8 He XAPAKMepHb.

IIpu onpoce cnedyem obpawams 6HUMAHUE HA CPOK NPOSPECCUPOBAHUSI CUMNINOMAMUKY,
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Hamuyue  CONYMCMEYIOWUX  coMamuyeckux 3abonesanuti,  npemopOUOHbILl  (OH,

HACAeO0CMBEHHbIL AHAMHE3 NO HEPBHO-MbIUUEUHbIM 3a001e8aAHUSIM.

2.2 ®uzukKajIbHoe 00CaAeT0BAHUE

PexomeHayeTcsl COMOCTABISITh PE3YNIBTATHI OMPOca U (U3HKAIBHOTO OOCIIEIOBAHUS C
kpurepusimu auardHoctikud XBJIIT EAN/PNS ot 2021 roxa y mameHTOB ¢ HOJ03PECHHEM
Ha XB/III ¢ enbto noBbiiieHus gocroBepHoctu nuarnoctuku (Ipunoxenune A3) [1, 9, 19,
27-30].

YpoBenb  yOenutTeqbHOCTH  pexoMeHaamuii C  (ypoBeHb  /I0CTOBEPHOCTH

J0KA3aTeJbCTB — 5)

2.3 JIaGopaTopHbIe JHATHOCTHYCCKHE MCCIAeT0BAHUSA

Pexomenayercst mpoBefeHHe Ta0OPATOPHBIX HCCIENOBaHMI: 0O0IIero (KIMHHYECKOro)
aHaJIM3a KPOBH, aHAIN3a KPOBU OMOXMMHYECKOTO OOIIETEePareBTUYECKOro (MCCIeJOBaHKe
ypOBHsI 00111eT0 Oenka B KpOBHU, HCCIIEIOBAHNE YPOBHS aJIbOYMUHA B KPOBH, UCCIICIOBAHHE
YPOBHsI KpeaTHHHHA B KPOBH, MCCIICIOBAHUE YPOBHS acrapar-TpaHCAaMHHA3bl B KPOBH,
UCCIIEIOBAaHNE YpPOBHS allaHWH-TPAaHCAaMUHA3bl B KpOBHU, HccienoBaHue ypoBHs C-
pPEaKTUBHOrO Oelika B KPOBH, MCCIIEOBAHHE YPOBHS MOYEBHHBI B KPOBHU, HCCIEIOBaHUE
ypoBHs 0O0miero OunMpyOMHA B KpPOBU, HCCIEAOBaHUE YPOBHS TJIIOKO3BI B KpPOBH,
UCCIIC/IOBAaHUE YPOBHS XOJIECTEPHHA B KPOBH, WCCIIEIOBAHHE YPOBHS HATPHUS B KPOBH,
UCCIIeIOBAaHUE YPOBHS Kallis B KpPOBH), OIpENCNEHHs] aHTUTENd K OJIeAHON TpernoHeme
(Treponema pallidum) u uccnemnoBanus ypoBHs antuten kmaccoB M, G (IgM, IgG) k
BUpyCy UMMyHojepuiuta dyenmoBeka BUY-1/2 wu  anturena p24 (Human
immunodeficiency virus HIV 1/2 + Agp24) B xpoBu, onpenencaus antureHa (HbsAg)
Bupyca rernaruta B (Hepatitis B virus) u auturten k Bupycy renatura C (Hepatitis C virus)
B KPOBH, HUCCIIEAOBAaHUS YPOBHS TIIMKMPOBAHHOTO I'€MOIVIOOMHA M ONpEAETeHUs YPOBHS
BuTaMuHOB B12 (umankoOomamuHa), (onreBol KUCIOTHI, TOMOLMCTENHA B CHIBOPOTKE
KpOBH, O0IIero (KIMHUYECKOT0) aHajdu3a MOYM ManueHTaMm ¢ mojo3peHuemM Ha XBJIII ¢
nuddepeHnranbHo-uarnoctndeckoit nenpio (Ipunoxenne A3) [1, 9, 19, 27-31].
YpoBenb  yOeaurtesbHOCTH  pekomeHaaumid C  (YpoBeHb  J0CTOBEPHOCTH
JI0KA3aTeIbCTB — 5)

PexoMeHnayeTcsi TPOBEIEHUE UCCIEAOBAaHHS MOHOKJIOHAJBHOCTH JIETKUX — Iierei
UMMYHOTJIOOYJIMHOB B KPOBH W B MOYE METOAOM HMMYHO(DHKCAIMW ITallMEHTaM C
nono3pennem Ha XBJ/III ¢ muddepennmanbro-aquarnoctuueckon 1ensio (I[Ipunokenue
A3)[1,9, 19, 27-30].

YpoBenb  yOenuteJbHOCTH  pekoMeHaauuid C  (YpoBeHb  JOCTOBEPHOCTH
J0KA3aTeJIbCTB — 5)
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KommenTapwuii: ouggepenyuanvuoviii ouaenos npeocmasnen 6 Ilpunosicenuu A 3. Ilpu
HeoOX00uMOCmu  CRUCOK  OONOJHUMENbHLIX 1AOOPAMOPHLIX Memo008 00Cied08anUs.
Modcem bblmb pacuupen U OONOIHEeH MAKUMU UCCIe008AHUAMU, KAK OnpedeneHue 8 Kposu
anmumen K 6030youmensiM UKCOO08bIX Kileujegblx bOoppenuoszos epynnvl Borrelia
burgdorferi sensu lato, cooepoicanus pesmamouonozo paxmopa, yposns C-peakmuenoco
benka, cooepicanusi aHMUHYKIeapHblX anmumen K Sm-aumueeny, co0epiIcanusi aHmumei
K 9KCMpazupyemviM SOepHbIM aHmuceHam 6 Kposu, aumumen k JHK namusHou,
cooepoicanusi awmumen K YUKuyeckomy yumpyiunosomy nenmuoy (anmu-CCP),
cooepoicanust awmumen K YUMONIasme Heumpo@puios 6 Kposu; aumaiu3 Kposu Hd
AHMUHEUPOHATIbHbIe aHMUmend; awmumend K 2aHeIuo3Uuoam nepughepuyeckux Hepeoas,
KpUo2no0yIuHbl, MOJEKYIAPHO-2eHemMUyeckKoe 0ociedosanue u opyaue.

PexoMeHnayercsi TpPOBEICHUE CIIMHHOMO3IOBOM TMYHKIIMHU C MPOBEACHUEM OOIIEro
(KTMHUYECKOT0) aHaJIM3a CIIMHHOMO3TOBOM JKMJIKOCTH MalMeHTaMm ¢ Bo3MoxkHoi XBJIIT
(Ipu  OTCYTCTBUU TIOJHOTO COOTBETCTBHSI KIMHUYECKHM U 3JCKTPOIUATHOCTHUECKUM
kputepusim Oonesnu; [Ipunoxkenue A3), mpu ocTpoMm e0roTe 3a00JeBaHUs, a TAKKE TIPH
MI0JI03PEHUH Ha WHQPEKITUOHHBIN WIN mumdonponudepaTUBHBIN reHes
NOJUPAJAUKYJIOHEHPOTIATHH €  LEJNbI0  TMOATBEPXKIACHUS JHarHo3a W POBEICHUS
muddepentmanbroii auarnoctuku [1, 9, 19, 32-34].

YpoBenb  yOenurTeqbHOocTH — pekomengamuii  C  (YypoBeHb  JOCTOBEPHOCTH
I0KA3aTeIbCTB — 5)

KommenrTapuii: ne pexomenoyemcs npoooums OuUACHOCMUYECKYIO CNUHHOMO3208)10
RYHKYUIO, ecu umeemcst noaHoe coomeemcmaue KAUHUYECKUM u
anekmpoouacHocmuueckum kpumepusm XB/II [1]). Ipu XBAII ¢ 83-95% cayuaes yposens
benxa 6 LJCIK noeviuen npu nopmanvrom yumose < 10/mm’. Credyem koppexmuposams
HOpMY Ypo8Hs benka 6 ukeope ¢ yuemom ospacma (> 0.5 o/n 0o 50 nem u > 0.6 2/1 nocie
50 nem) [1, 32-34]. Hopmanvuwiii ypoeeHv 6elxka 6 IUKEOpe He UCKIIoHaem OudeHo3
"XBIT". Ilpu evisenenuu nieoyumosa > 50/mm® mpebyemcs ucknouenue uHvlX npudun
HeBpONocUYeCKUX HapyuweHutl (Hetpoungekyuil, HeupocapKouoosd, 310KaA4ecmeeHHO20

numgponponugepamusnozo npoyecca u op.) [19, 35-36].

2.4 UHCTpYMEHTAJIbHBIE JIUATHOCTHYECKHE MCCIeT0OBAHUS

Pexomenpyercs MIPOBEACHUE ANeKTpoHepomuorpaduu CTUMYJISILIMOHHON
nepudepuvIecKux HEpBOB TarueHTaM ¢ mogo3penneM Ha XBJIII ¢ menbro yTouHeHUs
YPOBHS TOpaKeHHsI TepUPEepUuIecKkoro HEHpOo-MOTOPHOTO ammapara M Xapakrepa

MOBPEX/ICHHS HEPBHBIX BOJIOKOH [1, 9, 19, 37-40].
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YpoBeHb  yOeauTeJbHOCTH  pekoMeHaauud B (ypoBeHb  J10CTOBEPHOCTH
J0KA3aTeJIbCTB — 3)
Kommenrapum: y 6oabnvix XBAII npu DHMI eviaensemcs eceHepaniu3o8anHbulii, dauje
CUMMEMPUYHDIL,  CEHCO-MOMOPHBIUL  He8PANbHbINL  YPOBEHb  NOPAJICEHU  NEePEUUHO
oeMuenuHusupyrouie20 mund, 01 KOmopo20 XapakmepHO 3HAYUMENbHOe CHUJICEHUE
MOMOPHOU cKOpocmu pacnpocmpanerus 6030yxcoenust (CPBm), yeenuuenue oucmanvroi
JIAMEHMHOCMU MOMOPHBIX OMBEmMOos, Yeeaudenue MUHUMAIbHOU namenmuocmu F-6o.mn,
Hanuuyue OJ0KO8 NpOoBeOeHUss NO OB8UCAMENbHbIM Hep8aMm (CHUdCeHUe aMnaumyovl
npoxkcumanbHo2o M-omeema no omuowenuro k oucmanviomy Ha 30% u 6Oonee) unu
namoa02ueckol memMnopalbHol Oucnepcuu (noaugasus u ygeauyenue OAUMeIbHOCMU
APOKCUMATLHO20 MOMOPHO20 omeema Ha > 30% omuocumenvHo oucmanvrozo) [1, 37-
40]. B Ipunooscenuu A3 (snexkmpoouacnocmuueckue kpumepuu XB/II) ykazan
PEKOMEHO08AHHbI 00beM Helupodusuoiocuyecko2o ucciedosanus. Bo epems nposedenus
OHMI memnepamypa Kodxicu 00AHCHA NOOOEPHCUBAMBC 8 0OIACMU JIAOOHU HA YPOBHE He
Hudtce 33 C° u napyorcnotl 100vlocku He Hudxce 30 C° [1].
Pexomennyercs COMNOCTaBIIATh pE3yAbTaTHI OHMI -uccnenoBanus C
anekTpoauarsoctuueckumu kpurepusimu XBJIIT (EAN/PNS, 2021) ¢ uenbio moBblIeHHSs
nocroBepHocTu auarnoctuku (IIpunoxenune A3) [1, 9, 19, 37].
Ypoenr  yOenureabHocTH — pexomeHaamuii  C  (YpoBeHb  [10CTOBEPHOCTH
JI0KA3aTeJIbCTB — 5)
Pexomenayercsi mpoBenieHHe YibTpa3BykoBoe uccienoBanue (Y3U) nmepudepudeckux
HEpBOB (OJHA aHaTOMHU4YecKass 00JacTh) M CTBOJIOB IUJICUEBBIX CIUICTEHHM MAaI[MEHTaM C
Bo3MoxkHOM XBJIII (mpu OTCYTCTBHMM TOJIHOTO COOTBETCTBUSl KIMHUYECKUM U
SIICKTPOMATHOCTHYECKUM ~ KpUTepusiM  Oose3nu; Ilpumoxkenne A3) ¢ 1menbio
MOJTBEPXKJICHUS JIMarHo3a U npoBeneHus nuddepennmanpaoi nuardoctuku [1, 9, 19,
45-50].
YpoBenb  yOenuTeJbHOCTH  pekoMeHaauumid B (ypoBeHb  [10CTOBEPHOCTH
JI0KA3aTeJbCTB — 3)
Kommenmapuu: Y3U nepughepuueckux Hep8os u cmeoios nieuegulix CniemeHull 6Xooum 6
noooepacusarouue kpumepuu ouachocmurxu XBIII (Tlpunoxcenue A3). [Ipu XB/II ¢ 40-
80% cayuaee ommeuaemcs yeenuuenue NIOWAOU NONEPEYHO2O CeYEHUS CHUHATbHBIX
HepBo8, CMBONI08 NieYesblX Chiemenutll, nepugepuieckux Hep8oe 6He 30H MYHHenell, a
makdce  Hamuuue UHMPAHEBPANbHLIX — COHOZpAduUUeCKUX  usMeHeHuu  (yeenudenue
OMOEeNbHLIX Pacyuxyn, yepedo8anue cuno- U SUNepPIX02eHHbIX yeeiuueHHulx pacyuxyn). B

Ipunooicenuu A3 yxkazan pekoMeHOOBAHHBIUL MUHUMALLHLIL 00beM COHOoZpapuuecKozo
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uccneoosanus. Pezynomam V3U nepugepuueckux Hepsos He Koppeaupyem ¢
BbIPANCEHHOCMBIO KIUHUYECKUX NPOSGNEeHUl, d OMCYMCmEue UsMeHeHUll He UCKIYaem
ouaenos XB/JII [45-50].

PexoMenayercsi mpoBefeHHE MarHMTHO-pe30HaHCHON Tomorpaduu (MPT) miaeueBoro
WIN TIOSCHUYHO-KPECTIIOBOIO HEPBHBIX CIUICTCHHH (BEIMYMHA MAarHUTHOW MHIYKIHU > 1
T, Bu3yanuzaunonHele u3o0paxkeHus B craHmapTHbiXx T1 m T2 pexumax, a Takke B
pekumax STIR u DTI) mamumentam ¢ Bosmoskaoit XBJIIT (mpu OTCYTCTBHH ITOJHOTO
COOTBETCTBUSl  KIIMHUYECKHMM M  DJIEKTPOJUArHOCTUYECKUM  KpPUTEpUsIM  OOJIe3HU;
[Mpunoxenue A3) ¢ 1eIbIO MOATBEPXKICHHS MArHO3a U MPOBEACHUS TU(depeHIIMaTbHONR
nuarHoctuku [1, 9, 19, 41-44].

YpoBenn  yOenutTeabHOcTH  pexkoMeHgamuii C  (ypoBeHb  J10CTOBEPHOCTH
0KA3aTeJbCTB — 4)

KommenTapuu: MPT cniemenuti 6xooum 6 noooepoicusaiowue Kpumepuu OudaeHoCmuKu
XBAII (Ilpunooscenue A3). Ilosviuenue uHmMeHCUBHOCMU CUSHANA OM CMBOI08 NIeHeB020
unu noscHuuHo-kpecmyosoco cniemenuti 6 pexcume T2-STIR u DTl w/unu eunepmpodghus
(ymoaweHnue) CnuHaIbHbIX HeP8o8, CMBO0JI06 Chilemenull evisasnsiemcs y 44-82% nayuenmos
¢ XB/[I1. Omcymcmeue usmenenuti npu MPT-uccredosanuu ne ucknrouaem ouaenosz XB/AI1
[4-44].

Pexomenayercst mpoBeieHHe OMoTcUU Neprudepruaeckoro HepBa MalMeHTaM C BO3MOYKHOM
XBAII (npu OTCYTCTBUU IIOJIHOT'O COOTBETCTBUSA KIMHUYECKUM 51
SIIEKTPOTHATHOCTHIECKUM KpHUTepusM Oonesuu; [punoxenne A3) ¢ 1enbl0 YTOYHEHHS
JMarfo3a u nposeaeHus auddepennuansaoi nuardoctuku [1, 9, 19, 51-55].

Ypoenr  yOenureabHocTH — pexkomenganuii C  (YpoBeHb  10CTOBEPHOCTH
A0KA3aTeJbCTB — 4)

KommenTapuii: mopgonocuueckoe uccredosanue Hepsa 6xooum 6 HOOOepHCUBAIOUfUEe
kpumepuu  ouacnocmuxu  XBIAIl  (Tlpunoswcenue  A3).  Ilposooumcs — buoncus
yyecmeumenvHo20 Hepsa (yawe uxponodcnozo) [52-54]. /ns XBAIl xapaxmephol
crnedyrowue mopgonocuieckue usMeHeHUusA. 00paz068anus no MUny «1VKOGUUHBIX 20JI080K Y,
NPUSHAKU NEePUBACKYIAPHO20 GOCNANEHUSA, Ce2MEeHmMapHas Maxkpogaz-uHoyyupoeaHHas
OeMueuHUu3ayusl, akCoHatbHas oecenepayust, pemuenunusayus [9, 19, 52-55].
Pexomenayercss  ycranaBnuBath — auarHo3  XBJIII  cormacHO — KJIMHUYECKUM,
AIIEKTPOJAUATHOCTUYECKUM, TOJJACPKUBAIOIUM W HMMYHOJIOTHUYECKUM  KPUTEPHUSIM
(mputokerre A3), B IHarto3e yKka3plBaTh KaTEropuio auaruosa (mpuiokerne A3) [1, 56].
YpoBenb  yOeautenbHocTH  pekoMeHaamuii C  (YpoBeHb  /10CTOBEPHOCTH

0KA3aTeJbCTB — 5)
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Pexomenayercss npu nocraHoBke nuarHo3a XBJIII mo COBOKYNMHOCTHM KIMHHYECKUX M
NapaKJIMHUYECKUX JTAaHHBIX onpenessith kareroputo auarnoza EAN/PNS (2021) ¢ uenbio
HOBBIIIeHUS 1ocTOBepHOCTH Auarnoctuku (IIpunoxenue A3) [1].

YpoBenb  yOenureabHocTH — pexoMeHaanmuii  C  (ypoBeHb  10CTOBEPHOCTH

J0KA3aTeJbCTB — 5)

2.5. Unble AUATHOCTHYCCKHEC UCCJICI0OBAHUSA

Pexomenayercss  mpoBoauTh AU PEpeHIMANBHYI0  AHUATHOCTUKY C  JPYTHMH
HEBPOJIOTHYECKUMH 3a00JieBaHUAMM ManueHTam c¢ nojo3penueM Ha XBJII ¢ wenbro
yrounenus nuartosa (Ilpunoxenue A3) [1, 9, 19, 58-61].

YpoBenb  yOeautenbHocTH — pekoMenaanmuii  C  (YpoBeHb  /10CTOBEPHOCTH

0KA3aTeJbCTB — 5)

3. JleueHne, BKJIKOYAs MEIUNKAMECHTO3HYI0O U HEMCAHKAMCHTO3HYIO TEpaluu,

AHETOTEePanunIo, 00e300,1uBaHNe, MEAMIUHCKUE IOKA3aHUS U

NMPOTUBONOKaA3aHUA K IPUMCHCHUA METOAOB JICHCHHUA

3.1 IlaToreHeTnuyecKas Tepanus NepBoM JMHHHI

Pexomenayercst B paMKax MaTOreHETUYECKOW Tepanuu | JMHUM HAa3HAYaTh MAIUEHTaM C
XB/IT BbICOKODO3HYIO BHYTpHBeHHYIO umMmyHoTepamuto (BBUT) (pazmen 3.1.1) wnm
BBICOKO103HYIO0 Tepanuio rimokokoprukouaamu (I'K) (pasmen 3.1.2) [1, 19, 27, 62-83].
YpoBeHbr  y0enqMTEJBHOCTH  peKkoMeHAanmuid A (YPOBeHb  [10CTOBEPHOCTH
10Ka3aTeJILCTB — 1)

Pexomenayercst mipu HedpdextuBHOocT BBUT mnu I'K, mpoBoauTh BBICOKOOOHEMHBIM
tepaneBTHueckuil masmadepes (I1P) (pasmen 3.1.3) [1, 19, 27, 62-83].

YpoBenb  y0eaMTeJBLHOCTH  peKkoMeHAanmui A (YPOBeHb  [1O0CTOBEPHOCTH
0KA3aTeJbCTB — 1)

KommeHTapuii: guluie ykazanmvie MemoObl NAMOSEHEMUUECKO20 Jle4eHUs UMelom
PABHO3HAUKBIL mepaneemudeckutl d¢pgexm 6 kpamxocpounou nepcnexkmusge [1, 9, 19].
Ilpu medocmamounoli 3¢ppexmusnocmu monomepanuu UIU HOAGLEHUU NOOOYHBIX
aghghexmos 603MoOdiCeH nepexod ¢ 00HO20 U0 mepanuu Nepeol JNUHUU HA OpY2ou.
Honycxkaemcsa xombunayuss I'K u BBUI, I'K u I1®; 603M02cHO 8HympuseHHoe 88edeHuUe
UMMYHO2NI00YIUHA HOPMATLHORO0 YeN08edecKo2o no 3agepuieruio Kypca I1D.
PexoMeHnayercsi B3BEIICHO IOAXOMUTH K Havajly JICUCHHS, YYUTHIBATH OCOOCHHOCTH
TeueHUs 3a0o0JeBaHMsA, C IENbI0 JOCTHKEHUS MAaKCUMAIbHOW 3(QEeKTUBHOCTH

natoreHeTuyecko Tepanuu [1, 9, 19].
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3.1.1

YpoBenb  yOenuteabHOCTH  pekoMenaauuid C  (YypoBeHb  J10CTOBEPHOCTH
J0KAa3aTeJIbCTB — D)

KommenTapuii: npu cmayuonapuom  nenpocpeccupyrowem  meyeHuu  OonesHu,
MUHUMATbHOU  8bipadicennocmu  Hegpoaocudeckozo oepuyuma (INCAT < 2) ne
PeKOMeHOyemcsi Ha4uHamov NAamo2eHemudecKylo mepanuio, OCMAaeué nayueHma noo
ounamudeckum HaoOoo0enuem. llamozenemuueckas mepanus nOKA3aHA NAYUEHMAM C
XBIII npu npoepeccuposanuu 6Oone3nu uiu peyuouge, oCmpom oebrome, npu HAIUYUU
He8po02Uu4ecko2o deuyuma, e1usa0We20 Ha NepeosudtCeHUe U CamooOCTyHCUBAHUE.
PexoMeHnayeTcsi B BHIOOpE METOJ1a TEPANKK MEPBOM JIMHUKM OTAaTh npeanourenue BBUT
naiquentam ¢ XB/III, accounuupoBaHHOM ¢ caxapHbIM JuabeToM, IpU BapHaHTax
3a0oneBanusi (MyJIbTU(OKATHLHOM, MOTOPHOM, CEHCOPHOM, (OKAIbHOM), a Takke MpH
HAJIMYUU COMYTCTBYIOIIMX XPOHUYECKMX COMATHUYECKUX OOJIe3HEH, ¢ LEeIbl0 JOCTUKCHUS
MaKCUMaJbHON I(PPEKTHBHOCTH JieueHHUs] ¥ NMpoduiIakTuku 1modounsix 3¢pdexros [1, 9,
19].

YpoBenb  yOeauteabHocTH — pekoMenaanmuii  C  (ypoBeHb  /10CTOBEPHOCTH
JI0Ka3aTeJIbCTB — 5)

Pexomenayercst ouenuBath cratyc aktuBHocTd XBJIII mo mkane CDAS (mpusoxeHue
['5) onang  ompeneneHuss HEOOXOAWMOCTH B MPOJO/DKEHUHM  TIOZJICPIKUBAIOIICH
naToreHeTHueckon Tepanuu [88].

YpoBenb  yOeauteabHocTH — pekoMenaanmuii  C  (ypoBeHb  /10CTOBEPHOCTH

0Ka3aTeJbCTB — 4)

BavrpuBenHasi BLicokoa03Hast uMMyHoTepanus (BBUT)

Pexomenayercss nepen nmposeacHuem craproBol BBUT wuccnegoBanme  ypoBHS
umMMmyHorsioOynuHa A B kpoBu mnammeHtam ¢ XBJIII ¢ wnenbto BbisBieHus |gA-
umMmyHoedunura [63-65].

YpoBenb  yOenuteqbHOCTH  pekoMenmaauuid C  (YypoBeHb  J10CTOBEPHOCTH
0KA3aTeJbCTB — 5)

KommenTapmii: msowcenvie anaguraxmuueckue peaxyuu npu BBHUI ecmpeuaromcs
Kpaune peoxo. Yawe onu pazeusaromcsa y nayueHmos ¢ oegpuyumom IgA, 6vizeanHvim
nHanuyuem anmumen (IgG unu pesce IgE), komopule, 83aumodeticmays ¢ IgA 6 npenapame
BBUT, mocym ewizeams anagurakmuueckyro peaxyuio. Yposenv IgA, npu xomopom
cocmosiHue onpeodensiemcsi Kak IgA-ummynooedpuyum, cocmagnsiem 8 cpeonem <7 me/on
(0,07 2/n; 5—10 me/on). IIpu noxazamensnx yposus IgA eviwwe 7 me/on, Ho 6 2 pasa Hudice

HOPMAJIbHbLX 3HAYEHUL, COCIOSHUE MONCEM Oblmb PACUEHEHO KaK 4aCmuYHbllL ()eqbuuum
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IgA. Puck nobounvix sghghexmos, cesazanuvliil ¢ Haruvuem oeguyuma IgA, ne Oondcen
PAcCMampusamvca Kak abcoaromuoe npomueonokazamue K npogedeHuro mepanuu. B
MAKUx CAyuasx npoGoOUMCcs npemeoukayusl, 6HYMPUBEHHO 66800UMb Npenapam
UMMYHO2IOOVIUHA HeNlo8eKA HOPMANbHO20™*, coldepoicawyuli HaumeHvulee KOJIULECmBO
IgA; ne npegvliiams pekomMeHOyeMyI0 8 UHCIMPYKYUU CKOPOCMb 88e0eHUs npenapamd.
Pexomennyercsi mnposenenue BBUT mnpenaparamu HMMMYHOIVIOOYJIMHA — YeJlOBEKa
HOPMATBHOTO™** ¢ cojepkaHneM UMMYHOTTI0OynrHa Kinacca G He meHee 95% B cTapTOBOMA
KypcoBo#i jo3e 2 r/kr nanuentam ¢ XB/IIT ¢ menbto maroreHernyeckoi tepanuu [1, 9, 19,
62, 66-73].
YpoBenb  yO0eAuTeJBHOCTH  peKoMeHAanmuidi A  (YPOBeHb  JI0CTOBEPHOCTH
JI0Ka3aTeJIbCTB — 1)
KommenTapum: cmapmosoe 6HympugeHHoe 68edeHue UMMYHOIO0YIUHA —YeloseKa
HOPMANbHO20 HNPOGOOAM 6 YCI08UAX KPY2IOCYMOUHO20 CMAYUOHApa 8 pedicume
edlceOHesHbIX UH@Y3ull 8 0ose 0.4 2/ke/cymku 6 meuenue 5 OHell (CyMMAapHO Ha Kypc 2
epamma npenapama Ha ke eca nayuenma) [1, 70].
Pexomenayercsi mocne cTapTOBOro Kypca MpoBeAeHHE 2-5 MOAAepKUBAIOLIUX KypCOB
BBUT mnpenaparamMmy MMMYHOTJIOOYJIMHA YeJOBeKa HOpMaibHOro** B mo3e 1 r/kr B
pexume pa3z B 3 Henenu (Miau emé oJHOro Kypca B J103€ 2 I/KT uepe3 4 HeAenu Imoclie
craproBoro kypca) mamueHtaM ¢ XBJIII ¢ 1enbi0 MaTOreHEeTHYEeCKOW Tepamuu Hu
nocToBepHOTro onpenenenus s¢pdexrnsaoct BBUT [1, 9, 18, 62, 66-73].
YpoBeHb  Y0eAWTEJHLHOCTH  pexkoMeHIanmuid A  (YpoBeHb  [IOCTOBEPHOCTH
JI0Ka3aTeJIbCTB — 2)
Pexomenayercs npu 3¢pdextuBHoct BBUT mnoaaepxuBaronias Tepanusi mpernapaTamu
UMMYHOTJIOOYJTMHA YeJIOBEKAa HOPMAIBHOTO** TI0 TEepCOHATM3MPOBAHHBIM KYPCOBBIM
J03aM U cxemaMm BBezeHus naunueHtaM ¢ XB/III, orBeruBmmm Ha craproByro BBUT, ¢
1EeNbI0 MPOMUIAKTHKY peluanBa 3a0oieBaHus ¥ Mojepkanus pemuccuun [1, 9, 19, 66-
70].
YpoBenb  yOeaMTeJbHOCTH  pekoMeHmamuii A (YypoBeHb  [1OCTOBEPHOCTH
JI0KA3aTeJbCTB — 2)
KommenTapuu: 6 noodepocusarowem pexcume npu XBIII BBUI' moeym 6so0umwvcs 6
VCIOBUAX KPY2IOCYMOYHO20 UNU OHe8H020 cmayuonapa no cxemam [1, 9, 19, 70]:
o cymmapHasn 0oza 0.4 2/ke, eésedenue 3a I Oenv, kpamuocmov 6sedenuss — 1-2 paza @
Heoeo;
o cymmapHas 0o3a 1 2/ke, 8sedenue 3a 2-3 OHA, KPAMHOCMb 88e0eHuUsi — Kadxicovle 3-4

Heoenu;
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O cymmapHas 0oza 2 2/ke, esedenue 3a 3-5 OHell, KpAmMHOCMb 88edeHUsi — Kadcovie 4-6
Heoenu.

Ilpu cmabunvnom cocmosanuu nayuenma 6 meyenue 6-12 mecayes, komopoe 06bi10

00CMUSHYMO U NOO0ePIUCUBAEmMCs HA (PoHe pecyNsAPHbIX No8MopHuIX ur@ysuii BBUT,

DPEKOMEHO0B8AHO NOCMENeHHoe CHUJCEeHUe 003bl U/UNU YE8eluyeHUue UHMep8aid Mextcoy

6sedenusimu  npenapama. B cnyuae  BBUI-3a6ucumocmu,  koeda — pemuccus

noooepoicusaemcs peeyiaprou BBUT, a npu napywenuu pexcuma BBUT cocmosmnue

yxyowaemcst, 86edenuss BBUI nposooumcs maxcumanvho onumensro [1, 9, 19, 59, 63-70]

3.1.2 IloakokHOe BBeIeHHE NMMVYHOIJI00YJINHA HOPMAJBLHOI'0 YeJI0BeYEeCKOro

Pexomenayercss npu sdpdextuBHocty BBUT mogaepxuBaromiee MmoJKOXKHOE BBEICHHE
#UMMYHOTI00yJIMHA HOPMAJIBHOI'O YEJIOBEYECKOT0™™ ¢ cofepKaHUEM UMMYHOIJI00yInHa
kiacca G He MeHee 95% 1o nepcoHaIM3UPOBAHHBIM KYPCOBBIM J103aM U CX€MaM BBEICHUS
naimenTam ¢ XBJIII, orBetuBmmM Ha craproByto BBUT, ¢ menpio npoduiiakTuku
pennarBa 3a00eBaHMs U HOAep:KaHus pemuccun [84, 85, 86].

YpoBeHb  y0eqMTEJBLHOCTH  pekoMeHaamuii B (ypoBeHb  10CTOBEPHOCTH
JI0KA3aTeJIbCTB — 2)

KommenTapum: ¢ noodeporcusarowem pedxcume npu XBJ[I1 nooKoscHbIE UMMYHOL00YIUH
Modicem 8800UMbBCA 8 YCI0BUAX CIAYUOHAPA, AMOYIAMOPHO UTU 8 OOMAWHUX YCI0BUAX NO
cxeme [1, 9, 19, 67]: cymmapnas doza 0.4 2/xe, 66edenue 3a 1 denv, KpamMHOCMb 66€0CHUS
— 1 pa3z 6 neoenio. llpu neagppexmusrHocmu yKazauHot cxemvl peKOMEHOYencsl Y8eaudums

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

3.1.3 I'moxoxopTukonab! (I'K)

PexoMenayercs nepes BbICOKOA03HOM Tepanueit 'K nposenenue uccnenoBanuii: o0mero
(KTMHUYECKOT0) U OMOXMMHYECKOTO OOIEeTeparneBTUYECKOT0 aHaJNu30B KPOBH, OOIIETo
(KIIMHUYECKOT0) aHaJIu3a MOYH, OIpeeIeHUs aHTuTeN K OneqHoi Tpenoneme (Treponema
pallidum) u wuccnenoBanusi ypoHs antuten kimaccoB M, G (IgM, IgG) x Bupycy
umMMmyHoneunurta yenoBeka BUY-1/2 u anturena p24 (Human immunodeficiency virus
HIV 1/2 + Agp24) B xpoBu, omnpenenenusi antureHa (HbsAg) Bupyca rematuta B
(Hepatitis B virus) u antuten k Bupycy remaruta C (Hepatitis C virus) B KpoBw,
peructpanuu snekrpokapauorpammbl  (OKI), a3odaroracrponyonenockonuu (DI'1C),
pentrenorpaduu nerkux nanueHtam ¢ XB/III ¢ menbio BbIsBIEHUS MPOTHUBOMOKA3aHUM K

JaHHOMY MeTony Jeuenus [1, 9, 19, 27-31, 87].
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YpoBenb  yOenuteqbHOCTH  pekoMenaanuii C  (YypoBeHb  J0CTOBEPHOCTH

J0KAa3aTeJIbCTB — D)

Pexomenayercs nedenue nepopaibHbiMu ['K iy BHyTpHUBEHHOE BBEICHHE MPENApaToB B

BBICOKHUX ji03ax nanueHTam ¢ XBJ/IIT ¢ nenbto marorenernyeckoi tepanuu [1, 19, 62, 74-

78].

YpoBeHb  y0eqMTEJbLHOCTH  pekoMeHJAauuid A  (YypoBeHb  [IOCTOBEPHOCTH

JI0KA3aTeJbCTB — 2)

KommenrTapuu: ¢ mepanuu XB/[Il ucnonvzyromces credyrowue I'K-npenapamol u cxemwi

ux npumenenus [1, 74, 78]:

O  #npeonuzonon™* nepopanvHo 6 0o03e 1-2 me/ke/cymKu edxiceOHeeHO UIU  NO
anvmepHupylowel cxeme ¢ uepedosanuem «oonvwouy (1-2 me/ke) u «manouwy (0,5-1
me/xe) 003 8 meuenue 4-6 nedenwv. Ilpu docmudicenuu Kiunuvecko2o gpgpexma 003y
I'K meonenno crudxcaiom (8 cpeonem, no 5-10 me #npeonuszonona™* e ueodenio) 6
meueHue HeCKOIbKUX Mecayed 00 MUHUMAIbHO nodoepicusarouieti 003vl Ul NOJIHOU
ommenwl npenapama [62, 89];

O  eHympugenHas 6sedenue Hmemunnpeonuzonona** 6 0osze no 1 2 edceOHesHO 6
meueHue 3-5 OHel (cymmapHas Kypcoeas 003a 3-5 2) ¢ nocieoyiowum nepexooom Ha

*

BHYMpUGeHHOe 68edeHue Hmemunnpeonu3onoHa™> 6 dose no 1 2 1 pas 6 nedenio 6

meuenue 1 mecaya, aubo na nepopanvhviii npuem I'K no sviueykasannoti cxeme [62,
90];
o #oexcamemazon™* nepopanvro no 40 me exceonesno 4 Ous — paz 6 mecay, 8 meueHue

nonyeooa [91].

Pexomenayercs npouiakTiKa 1 MOHUTOPUPOBAHNE OOOUYHBIX 3P(PEKTOB y MalUEHTOB
¢ XB/II, naxoasmuxcs Ha tepanuu ['K, ¢ 11e1b0 paHHEro UX BBIABICHHS U KOPPEKLIUHU
[87, 92].

YpoBenb  yOenutesbHOCTH  pekoMenmaauuid C  (YypoBeHb  J10CTOBEPHOCTH
JI0KA3aTeJbCTB — 5)

KommenTapmii: neobxooum xowmpons o00we2o (KiuHu4ecko2o) u OUOXUMUYECKO20
obuemepanesmMuyecKko20 aHAIU308 KpogU, YpOGHell Kaaus U Hampus 8 Kpo8u 8 Nnepeulil
Mecay mepanuu 08yKpamuo, oanee edcemecayno. OQoun paz 6 6 mecayes (unu no
HOKA3AHUAM) NPOBOOSMCS  UCCIEO008AHUSA:  PEHM2EHOOEHCUMOMEMPUs  NOACHUYHO2O
omoena NO360HOYHUKA U NPOKCUMATbHO20 omoena 6bedpennoll kocmu., I JIC, ocmomp
epaua-mepanesma, 8pai-opmanoMono2a u epaia-sHooKkpunonoza. Ha eeco cpox npuema

I'K neobxooumo Haznauenue: npenapamoes Kanusl, uH2u6um0p06 NpOmMOHHO20 Hacoca,
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npenapamog kanoyus 6 kKomounmayuu c eumamunom D.Ilpu npueme 'K mpebyemcs
cmpozoe cobmodenue duemvl (cmon Ne9 no Ilessnepy), peyisipnoe usmepeHue maccol
mena u apmepuanbHo2o 0as1eHUs Ha nepupepuieckux apmepusix.

He pexomennyercsi npumenenue ['K y manuenToB ¢ moropuoit ¢popmoit XB/IT [1, 9, 19,
25].

YpoBenb  yOenutesbHOCTH  pekoMenmamuii C  (YpoBeHb  J0CTOBEPHOCTH
J0KAa3aTeJIbCTB — D)

KommenTapuii: npu momopuoii ¢opme XB/Il ['K-mepanus modxcem yxyowumso

cocmosnue; npeonoumumenviol BBUT unu ssedenue #pumykcumaba™* [1, 25, 93, 94].

3.1.4 BpIcOK000BLEMHBIN TepaneBTuyeckuii niaasmadepes (I1dD)

Pexomenayercss nepen 11D mnpoBeneHue uccieqoBaHuii: oOmIero (KIMHUYECKOTO) U
OMOXMMHMUYECKOTO OOIIETEPANeBTUYCCKOTO aHAIM30B KPOBHU, 0OIIEro (KIMHUYECKOTO)
aHaJM3a MOYM, OIpeneseHusi aHTuTen K Onennoil Tpenoneme (Treponema pallidum) u
uccienoBanus ypoBHs antuten kiaccoB M, G (IgM, IgG) k Bupycy ummyHoaepuiura
yenoBeka BUU-1/2 u anturena p24 (Human immunodeficiency virus HIV 1/2 + Agp24) B
KpoBH, ornpeneneHus anturena (HbsAg) supyca renatura B (Hepatitis B virus) u anTuten
k Bupycy rematuta C (Hepatitis C virus) B kpoBH, peructpauuu OKI, OT'JC,
pertreHorpaduu nerkux namueHTam ¢ XB/III ¢ nenbio BhISBICHUS MPOTUBOMOKA3aHUN K
JTAHHOMY MeTOo.y JieueHus [79].

YpoBenn  ybenuTeabHocTH — pexkomeHgamuii C  (YypoBeHb  J1O0CTOBEPHOCTH
JI0Ka3aTeJIbCTB — 5)

Pexomennyercs nposenenue [1d ¢ cymmapHbIM 00bEMOM YAAJIEHHON TJIa3Mbl HE MEHBIIIE
140 mu/kr Beca marueHTa 3a Kypc jedeHus marueHtam ¢ XBJIII ¢ menpro crapToBoii
aTOTeHETHYECKOM Tepamuu, PH HeBO3MOXKHOCTH HasHaunTh BBUT u 'K [80, 95, 97].
YpoBenb  yOeaureJbHOCTHM  pexoMeHAanmuii B (ypoBeHb  /10CTOBEpPHOCTH
JI0KA3aTeJIbCTB — 2)

KomMmeHnTapumu: ucnonvsyromes 2epagumayuonHvlll HENpepuleHvlll Ul MeMOPaAHHbIL
(punompayuonnwiii) memoowi. Cearcor [1®@ nposodsmces uepez 1-2 ous Ne3-5. Dghghexm
naasmaghepeza, Kax npasuno, NPOAGIAEMCA OOCMAMOUYHO ObICMPO, O0OHAKO €20
nPOOOIAHCUMENLHOCHb He 8euka (2-4 nedenu). I1D npeonoumumenen npu ocmpom Hadane
3abo1esanus unu 6LICMPOM NPOSPECCUPOBaHuU 6OIe3HU.

Pexomenayercst nponomxuts Tepanvio ['K, BBUT wnu 11® B noanepxkuBaromeM pexume

nanuentam ¢ XB/IIT mocne npoBeaenus craproBoro [IdD ¢ 1nenpio JOCTUKEHUS PEMUCCUT

1, 98].
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YpoBenb  yOenuteqbHOCTH  pekoMenmamuii C  (ypoBeHb  [10CTOBEPHOCTH
J0KAa3aTeJIbCTB — D)

Kommenrapuu: /'K wum BBUT nasnauaiomca no 6viue YKA3AHHLIM cXeMam Ho
3aseputenuto Kypca cmapmosoeo I[1®. B kauecmee noddepacusaroweii mepanuu ceancol
11D nposoosimcs ¢ wacmomoti 1 paz 6 2-4 Hedenu 8 cymmapHom obveme YOanieHHOU
naasmol e menee 140 ma/ke 6 meuenue nony2o0a, ¢ OATbHEUUUM VEeTudeHueM UHMepeala
Medxncoy ceancamu uHOUBUAyanvHo (0o 1 pasa é 3-6 mecsyes).

PexoMeHnayercsi KOHTPOIUPOBATh 3(PPEKTUBHOCTh MATOTEHETUYCCKON TEpariuu MepBOM
nuann nanuentam ¢ XB/IIT ¢ npumenenunem onenku mo mkanam NIS, INCAT, I-RODS u
CDAS (cm. IMpunoxenne ['2-I'S) ¢ 1enpio ONEHKH HEOOXOAMMOCTH KOPPEKIUH JICUCHUS
[1,9, 19,59, 83, 88,99 - 103].

YpoBenb  yOeaurteqbHOCcTH  pexoMengamuii C  (YypoBeHb  0CTOBEPHOCTH
0KA3aTeJbCTB — 5)

KommeHnTapuii: xowmpons Ounamuku cocmosuus Ha ¢one mepanuu  OO0NNCEH
OCYWeCMBIIAMbCSL ¢ NOMOWbI0 Memooos obvekmuenou oyenxku (Ipunosxcenue A3):
HeBPOL02UYeCKULl OCMOMpP C UCNONb30BAHUEM OYEHOUHbIX wKal (Hanpumep, Neuropathy
Impairment Score/NIS, Inflammatory Neuropathy Cause And Treatment/INCAT, Medical
Research Council sum score/MRCss u Inflammatory Rasch-built Overall Disability
Scale/1-RODS (Tlpunoowcenue I'L-I'5). Oyenxa nposooumcs uepes 4, 8 u 12 nedens nocne
Hauana mepanuu, no pes3yibmamam — 6vle00 00 3¢hghekmusnocmu npoeoouUMo2o 6uoa
JleYeHus, paccMomperue B0Onpocda O Koppekyuu makmuky eedenus. Illpu nonnom
omcymcmeuu  3pgexma uiu  HeOOCMAamoyHolu IPGexmusHocmu 00HO20 Memood
Namo2eHemuyeckol mepanuy nepeol JUHUU Cciedyem nepeumu Ha Opyeou uiu
KomoOunuposames  0eéa  memooa. Ilpu  neaghgpexmuenocmu  6cex  mMemooos
namoeenemuyuecxkou mepanuu nepeoti aunuu (I'K, BBUI', I1®) credyem nepecmompemo
ouaenoz;, uckmouume XB/II-nodobHvle nonunelponamuu, eciu 3mo He ObllO COeNaHo
panee (cm. Ilpunoscenue A3), xombumuposame memoobl NEpeol U GMOPOU JUHUL,

nepeumu Ha Mepanuio 6MopoU JUHUU.

3.2 [IaTorenernuyeckas Tepanus BTOPOM JUHHU

Pexomenayercst mpu BeIOOpe TMpemapara BTOPOM JIMHMM HA3HA4yaTh I[perapar
#Putrykcumab** nmarmentam ¢ XB/IIT ¢ niensio goctikenust pemucenu [1, 62, 93, 94, 105,
106, 107].

YpoBenb  y0equTeJbHOCTH  pekoMeHaauumid B (ypoBeHb  [10CTOBEPHOCTH

0KA3aTeJbCTB — 2)
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KommenTapuu: xrmunuueckue ucciedosanus npu XBII nposoounuce 015 npenapamos:
asamuonpun™*, yuxnocnopun™*, yuxiogochamud™*, memampexcam**, pumykcumao™*,
muxoghenonama mogpemun™*, unmepghepon bema-1a**. Ha momenm pazpabomru 0aHHbIX
pekomeHOayuil  He  cywjecmeyem — UCCIe008aHull ¢ OOCMAMOYHbIM — YPOBHEM
O00KA3AMeNbHOCIMU Ol HA3HAYEHUs Mo20 Uil uHo2o npenapamd. Bwlibop npenapama 2
Junuu unousudyanen [1, 104, 105].

Umeromes  ybedumenvHvle Ookazamenvcmea spgexmusnocmu  #Pumykcumaba™™ 6
mepanuu peppaxmeprnvix opm XB/II [97], oonaxo kommpoaupyemvix ucciedo8anuil K
HacmosiueMmy 8pemeHU He NPOBedeHo.

#Pumykcumab™*: eHympusennoe ésedenue no credyiouwum cxemam: no 375 me/m? ooun
pas 6 nedenio 6 meuenue 4 nedenv,; un 6 0oze 1 2/m? 0oun paz é 2 nedenu Ne2; unu no 375
Me/M?  00HOKpamuo Kadicovie 6 mecayes. ITpenapam 6600umcs é yciosuax cmayuoHapa,
3a 30 munym 0o uH@y3uu HeobX00UMO Npogecmu NPeMeOUKAYUID: GHYMPUMbILUEYHOE
66edenue  #Houeneuopamuna,  Hympumvluteunoe — 88edeHue  Hoekcamemazona**
BHymMpumbluleuHo, #napayemamon™* nepopanvHo, coenacHo UHCMPYKYuu K npenapamy.
Tlobounvie s6reHus:: UHQY3UOHHBIE pearkyuu, YUMONeHus, allepeudecKkue peaxyuu,
ungexyuu [93, 94, 107-109].

He pexomennyercs npu XBJIII HazHauaTh mpenapathbl aneMTy3ymad™™, 6opre3oMuo™*™,
TaHepuent™*,  QamnpuauH, Qaynapadbun™*, abarauent**, HaTanmUzymMado™*

takponumyc** [1, 61, 105, 106].

u

YpoBenb  yOenuteqbHOCcTH — pexoMeHmaumuii C  (YypoBeHb  JOCTOBEPHOCTH

JI0KA3aTeJILCTB — 5)

3.3 CuMnroMaruyeckasi Tepanus

Pexomenayercst koppekmus OorneBoro cuHapoma mnamueHTam ¢ XBJIII ¢ 1mensro
yaydieHus kadectsa sxusnu [1, 110 - 112].

YpoBenb  yOenuteabHOCTH  pexkoMenaanuid C  (YypoBeHb  J10CTOBEPHOCTH
JI0KA3aTeJbCTB — 5)

Kommenrapum: npu Hoyuyenmuenoti 6onu nayuenmam ¢ XBAIl naznauaromcs
HecmepouoHsle NpoOmu08OCHAIUMENbHbIe U NPOMUBOpEeEMAamuiecKue npenapamol u/uiu
opyaue aHanbeemuKu U aHmunupemuryu coelacHo UHCmMpyKyuu K npenapamam. Hanuuue
Heliponamuyeckoeo 601e6020 cuHopoma y nayuenma c nooosperuem na XB/II mpebyem
npogedeHuss OUP@epeHyuarbHo20  OuaeHo3a ¢  Heuponamusmu  0py2o2o  2eHe3d
(Tlpunoowcenue A3). B coomeemcmsuu ¢ pexomenoayusmu EFNS no neuwenuro

Heliponamuyeckou 6OO0IU HA3HAYAemcs npenapam U3  mepanuu  nepeou  JIUHUU
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(MOHOmMeEpanus Ui KOMOUHAYUS): HecereKmuUusHbvle UHSUOUMOPbL 00PAMHO2O 3axXeamd
MOHOAMUHO8,  NPOMUBOINUIENMUYECKUE  Npenapamol (cabanenmun), opyeue

anmuodenpeccanmul (Oynokcemun) [113].

3.4 HeMeanKaMEHTO3HAS TePAUS

Pexomenayercst co0Jt0/1aTh MpaBujia yxo/1a 3a MaJIOMOABMKHBIMU MAllUEHTAMU B ClIydae
Tsoxenoro TeueHust XB/IIT ¢ nenbio npoduiaktuku ocnoxkuenuit [1, 9, 19, 62, 115, 116].
YpoBenb  yOeautesbHocTH — pekoMenaanmuii  C  (ypoBeHb  /I0CTOBEPHOCTH
0KA3aTeJbCTB — 4)

KomMeHnTapuu: rHeobxooumvl  npoguiakmuxa — npoaedcHeu,  2UnOCMAamuieckoll
NHEeBMOHUU, KOHMPAKMYp, 6MOPUYHBIX UHQEKYUOHHLIX  OCIONCHEHUU, MpPoMOO308

271YOOKUX BeH U MPOMOOIMOONIUU 1e20UHOU apmePUl.

4. MeauuMHCKas peadMIUTALMSA U CAHATOPHO-KYPOPTHOE JIeYeHHe,

MEAUIMHCKHUC ITIOKA3AHUA U IIPOTUBONIOKA3AHUA K IPUMECHCHUIO METO/10B

MeIll/Il_[I/IHCKOﬁ peaﬁl/IJII/ITaHl/II/I, B TOM 4YHCJI€¢ OCHOBAHHBIX HA UCIIOJIb30BaHUHN

NPUPOAHBIX JIe4YeOHBIX (PAKTOPOB

Pexomenayercst npoBereHne MEIUIIMHCKOW peabuiuTtanuu BceM nanuentam ¢ XB/II c
IeJIBI0 YIyUIlIEHHs ABUTaTeIbHON (QYHKIIMK U KadyecTBa sxu3Hu [1, 62, 116-118].

YpoBenb  yOeauteabHocTH — pekoMeHaanmuii  C  (ypoBeHb  /10CTOBEPHOCTH
0Ka3aTeJbCTB — 4)

KoMmmenTapuii: HeoOxo0um KomniexcHullti o0X00, couemarouuti 1e4eoHyo Qu3Kyiemypy
(JIPK) ¢ wucnonv3osanuem annapamog U — MpeHAdNcepos Nnpu  3a00]1e8aHUSAX
nepugepuyeckol HepeHoU cucmemvl, Qusuoiedenue, npoyeoypbl HO aAdAnmMayuu K
VCNOBUAM MAKPOCPeObl U KIUHUKO-NCUXONOSUHECKYIO A0anmayuro 6 COOmMEemcmeuu ¢
@dyHKYUOHANbHBIM Oepuyumom nayueHma, npUMeHeHue 8CNOMo2amenbHblX YCmpoucms u
MexHu4eckux cpeocme (opmesvl, OONOIHUMENbHA ONopa U m.n.), NCUXONOSUYECKYIO
noooepaicky. Ilpoyecc peadbunumayuu 6onvuvix ¢ XB/II oOonowcen ocywecmenramovcs
HeNnpepuIBHO 8 NOOOEPIHCUBAIOUSEM PEAHCUME.

Pexomenayrorcsa 3ansatus JIOK Bcem mnammentam ¢ XB/III ¢ nenbro ymywiieHus
JIBUTATEIbHOW (QYHKIMK M KadecTBa xu3uu [1, 9, 62, 117].

YpoBenb  yOenurTeJbHOCTH  pekoMeHaaumid B (ypoBeHb  [10CTOBEPHOCTH

J0KAa3aTeJIbCTB — 3)
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Kommenrtapuu: sauamus JIQK nposooamcs noo konmponem uHCmpyKmopa-memooucma
no aeuebnol Quskyibmype 6 pedicume — no 60 munym 3 paza 6 Heoenio 6 meueHue He
Mmenee 12 nedensw.

PexomenayioTcsi a’>poOHbIE U CHJIOBBIE YIPAXHEHHS MAallMEHTaM CO CTaOUIBbHBIM
tedyenueM XB/III, HaxoadIuxcst Ha MOAACPKUBAIOLIECH [TATOTEHETUYECKON Tepalluy Uil B
pEMHCCHH, C TENbI0 YBEIWYCHHS MBIIMICYHOH CHUJIBI M a3pOOHOW BBIHOCIHBOCTH,
yMeHbIIeHus yromiasiemoct [1, 9, 62, 118].

YpoBeHb  y0eqMTEJBHOCTH  pexkoMeHAamuii A  (YPOBEHb  /I0CTOBEPHOCTH
J0KA3aTeJbCTB — 2)

KommenTapuu: aspobusie ynpasicnenus svinoausaomes no 20-30 mun 3 pasa 6 nedenio 8
meuenue He menee 12 nedenvb. Cunosvie YNpajiCHeHUs BbINOIHAIOMCA NOO KOHMPOTeM
uHCmpyKkmopa no Jne4eOHol QusKyibmype ¢ KoMGOpmHuIM Ol NAYUEHMA BeCOM, C
npopabomKol OCHOBHbIX 2pynn mviuuy no cxeme. 3 nooxooa no 12 noemopenuil 3 paza 6
Heoelio 8 meuenue He menee 12 Heoenb.

Pexomenayercsi pu HAIUMYUU MOKA3aHUN KOHCYJBTAIlUS U HAOMIOJEHUE MEIUIIMHCKOTO
ncuxosnora nampentaM ¢ XBJIII ¢ menbro KOppeKuu COMYTCTBYIOIIMX XPOHHUYECKOMY
3a00JIEBaHUIO JICTIPECCUM M TPEBOTH, PA3BUTHE KOTOPBIX OOYCIOBIECHO MHBAIIMIU3AIUCH,
nmuTenbHbIM puemom 'K [119 - 121].

YpoBenb  ybenurTesbHOCTH  pexoMeHaamuii C  (ypoBeHb  /10CTOBEPHOCTH

JI0KA3aTeJILCTB — 5)

4.1 CaHaTODHO-KVDODTHOC JedeHre, MeTOAbl MeAMIIMHCKOI peaﬁn.ﬂnTaunn, OCHOBAHHbIC

HA HCI0J1b30BAHUU NIPHPOIHBIX JeueOHbIX (aKkTopoB

Meroasl caHaTOpHO-KypopTHOro jeueHuss npu XBJIII He paspaboransr [1,9]. B

COOTBETCTBUU € IpukazoM MunuctepcrBa 3apaBooxpaHenuss PO or 31 mag 2021 r. Ne 5571

«O0 yTBep>KIeHUH KJIacCU(PUKAIUN TPUPOIHBIX JIEUEOHBIX PECYPCOB, METUIIMHCKUX TTOKa3aHUI

u HpOTI/IBOHOKaBaHI/Iﬁ K UX INPUMCHCHUIO B Heqe6HO-Hp0(1)I/IJ'IaKTI/I'-ICCKI/IX OeAax» NpUMCHCHUEC

npupoIHbIX JeueOHbIX pecypcoB mpu XBJ/III He mokazano [125]. B cnyuae Hammums y

CaHaTOpHO-KypOpTHOﬁ OopraHu3alvu JUICH3NU Ha MCAULIUHCKYIO peaGHnHTaumo:

Pexomenayercsi npoBeeHne MEIUIIMHCKON peabunuTtanuu BceM nanuentam ¢ XBJII ¢
EebIO YIyUIICHHS ABUTaTeIbHON (yHKIIMK U KadecTBa sxu3Hu [1, 62, 115-118, 123].
YpoBenb  yOenuteqbHOCTH  pekoMenmaauuid C  (YypoBeHb  J10CTOBEPHOCTH
JI0KA3aTeJbCTB — 5)

KoMmMmeHnTapuii: Heo6x00um KoMnieKcHblll N0OX00, couemarouull 1e4eOnyo QusKyIbmypy

(JIPK) ¢ wucnonv3osanuem annapamog8 U — MpeHAdNdCepo8  Npu  3a00]1e6aHUSAX
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nepughepuyeckoll HepeHol cucmemvl, @QuauoiedeHue, npoyeoypvl No A0Anmayuu K
YCIOBUAM MAKPOCPeObl U KIUHUKO-NCUXONOSUHECKYIO A0anmayuro 6 COOmMEemcmeuu ¢
@DYHKYUOHANbHBIM OepUYUMOM NAYUueHmd, NpUMeHeHUe 8CROMO2AMENbHbIX YCMPOUCE U
MeXHUYecKux cpeocme (opmesvl, OONOJHUMENbHAS ONOpPA U M.N.), NCUXOJOSUYECKYIO

NnO00EPIICKY.

5. IIpodpunakTuka U AUCNIAHCEPHOE HAOII0IeHNEe, MeIUIIUHCKHAE TIOKA3AHUS U

NPOTHUBONOKA3AHUSA K NIPUMEHEHNI0 MEeTO10B NPOPUIAKTUKHA

Metoasl npodunaktuku pazsutus XB/II1 e pazpadoransi [1, 9, 113].

° Pexomenayercst nucnaHcepHoe HaOJIOfeHHE Y Bpada-HeBpoisora manuentam ¢ XB/II ¢
[ENBI0 OIEHKH JWHAMHKH 3a00J€BaHUs ¢ pUMEHEeHUeM oueHKku mo mkanam INCAT, |-
RODS u CDAS (cwm. [Ipunoxenue ['2-I'5) u koppekiuu nojnepxuatorieii repanuu [1, 9,
19, 88, 100-103, 115].

YpoBenb  yOeauteabHocTH — pekoMenaanmuii  C  (ypoBeHb  /10CTOBEPHOCTH
0KA3aTeJbCTB — 5)

KoMmmenTapuii: nayuenmam, noaydarowum namo2eHemudecKyro mepanuio ¢ yeivio eé
KOppeKyuu u MOHUMOPUH2A NOOOYHBIX ABNIEHUL He0OX00UMO noceweHue 8paia-Hesponocd
¢ yacmomou 00uH pa3 8 [-3 mecaya Ha e6ecb cpok npoeedeHnuss mepanuu. B cnyuae
CMAOUILHO20 COCMOSIHUSA (PEMUCCUSL) BO3MONCHO NOCEUeHUe 8paia-Hesponod 00Ut pas 8

nos200a uiu no HeoOXO0OUMOCHIU.

6. Opranusanus oKa3aHusi MeJIUIMHCKOMN MOMOIIH

[To mokazanusiMm Ha m0O0M 3Tame 3a00JieBaHUS PEKOMEHJIOBAHO IPOBEACHUE HKCIEPTH3BI
(uccnemoBaHus) MO BOMPOCAM YTpaThl MpodeccHoHANBbHON U 00IIel TpyA0CmOCOOHOCTH IS
YCTaHOBJICHUS TPYNIbI HHBAJTUIHOCTH.

[Tokazanus qys rocnutanu3anuu nanuenta ¢ XB/II1 B MeAMIMHCKYO0 OpraHu3aluio:

1) Oxcmpennas eocnumanuzayusi (KPyrIOCYTOYHBIN CTAllMOHAP) MTOKa3aHa BCEM MAI[HEHTaM C
XBAII ¢ octpeiM wmiIHM MOAOCTPHIM AeOOTOM st TipoBeAeHHs AuddepeHIInaaIbHOTO
QUarHoza ¢ Jpyrumu nonuHeidponatusmu mnomobHoro tedenus (CI'b, mopdupwuiinas
nonuHeponaTus u T.4.) u natoreHetnueckoit tepanuu (11D, 'K, BBUT); npu nossierun
MPU3HAKOB ABIXaTeTbHONW HEJOCTATOYHOCTH, HAPYIICHUU OynbO0apHbIX (PYHKIUH, ObICTpOM
IIPOrPECCUPOBAHNM Y ALIUEHTOB C PAHEE WJIM BHOBb YCTAHOBJICHHBIM JTHATHO30M;

2) Ilnanosas eocnumanuzayus (KpyriioCyTOUHBIH CTAIlMOHAP) MOKa3aHa BCEM MAlMCHTaM IS
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npoBeaeHus nuddepeHnuanbHo  aquarHoctuku ¢ XBJIII-mogoOHBIMU  HEBpOMATHSIMH,
[IPOBEACHUS  CIIMHHOMO3INOBOM  IIYHKLIMM, HAYaJbHOM WM  IOJACPKUBAIOLICH
naToreHeTuueckoi Ttepanuu nepol gmHuM (BBUIT wim  nynec-tepanus  T'K),
MapeHTEePATIbHON MAaTOreHEeTUYEeCKOM Tepanuu BTOpoil uHuu B ycnoBusix OPUT ¢ nensio
npenynpexaeHus oOOCTpeHuss U Iporpeccud  3a0ojeBaHus, peabUIUTAIIMOHHBIX
MEPOINPUATHA U CUMIITOMAaTUYECKON TEPAIHH.

Kommenmapuu: noooepoicusarowas namozeHemudeckas mepanus nepeol  JIUHUU,
CUMNMOMAMUYECKAsk mepanus U peaduiumayus 6 0OCmpom nepuooe (Ui npu 06ocmperuu)
makoice MO2ym OCYuwecmenamvcs 6 OHEeBHOM CmayuoHape, eciu y NnayueHma Hem
HapyuweHUll HCUSHEHHOBAICHBIX (DYHKYULL U 2pYyO020 08ucamenbHo2o deduyuma (NPuKo8an K
UHBAUOHOMY Kpecly, npoxooum ¢ onopou He Oonvwe 10 m). Peaburumayus u
cumnmomamuydeckas mepanus, a marxdce mepanusi 'K 6 noooepoicusarowem pedxcume

MO2ym nposooumsCs 8 amoOy1amopHLIX YCIOBUSX.

IToxazanus K BBINUCKE HNaIlUEHTa U3 MEIUIIMHCKOM OpraHU3alluH.

1)

2)

Brinmucka nanueHTa M3 MEIMIMHCKOM OpraHM3alMu IPU SKCTPEHHOW TOCIHUTAINA3ALUU
BO3MOYKHA IIPYU BBINOJIHEHUH B IMOJHOM O00BEME BCEX HEOOXOAMMBIX IUArHOCTUYECKUX U
J1e4yeOHO-peadIINTAlIMOHHBIX MEpPONPHUATUH M3 MNYHKTOB 2-4 JAaHHBIX KIMHUYECKHX
peKOMEHAALNK; CTaOWUIBHOM YAOBJIETBOPUTEIBHOM COCTOSHUM IAllME€HTa, COXPAHHBIX
BUTAIbHBIX (PYHKIIMSIX.

Belnucka manuMeHTa M3 MEIULMHCKOM OpraHu3alud IpU IJIaHOBOM TOCHUTAIU3ALUU
BO3MOYKHA NPH BBIOJHEHWU B MOJHOM O00beMe IUIAHOBOW TEpanmuM U peadMIINTallMOHHBIX
MEPONPUITHI; CTAOUIBHOM YJOBJIETBOPUTEIBLHOM COCTOSIHUM MAI[MeHTa, COXPaHHBIX

BUTAJIbHBIX (PYHKIMSIX.

ITokazaHus K MEIUITUHCKOM pea6I/IJ'II/ITaI_[I/II/I B CAHATOPHO-KYPOPTHBIX OpraHnU3aluiIX:

1)

B cnyyae HanmuuMsl y CaHaTOPHO-KYpPOPTHOM OpraHM3alMM JIMIEH3UU HAa MEIULUHCKYIO
peaduInTalMIo, MeIULIMHCKas moMollp nanuentam ¢ XB/II1 opranusyercst B cOOTBETCTBUU
¢ [Ipukaszom MunucrepcTBa 31paBooxpanenus poccuiickon @enepannu ot 31 nronst 2020 r.
Ne 788 "OO6 yrBepxkaenuu llopsiaka opraHu3anyi  MEAUIMHCKOW —peaduIuTanuu

B3pocibix" [127].

7. JonosHuTebHAst MHPopManusa (B TOM 4Yuc/Ie (PAKTOPbI, BJUAIOIINE HA

HUCXO0/1 3200J1eBAHUSI UJIM COCTOSTHUA)

OTI[CJ'II)HBIG HUCCICAOBAaHMA ITOKa3ajin, 4To HauOoJiee 3HAaUMMBIMU (baKTOpaMI/I, BJIMAIOIITMMHA

Ha ucxon XBJII, sastorcs Mopdosornueckre NpU3HAKW aKTUBHOM JEMUCTHHU3AINA
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OO0JIBIIOrO YMClia HEPBHBIX BOJIOKOH M WX aKCOHAIbHAs JAETeHepallus, Jexamas B OCHOBE
uHBanuau3anuu [122].

PanHsiss 1mocTaHOBKAa JMarHo3a W MHUIMALNUS — [ATOTEHETHYECKOHW Tepamud 10
PEKOMEHIOBaHHBIM CXEMaM MPEAYyNPEKAAET Pa3BUTHE aKCOHATIBLHOM JIeTreHepaluy 1, TAKUM
0o0pa3oM, accouMupoBaHa ¢ MEeHbIIeH nHBauaU3anuei [123-125].

TsoKenblii HEBPOJOTUYECKUN JePHUIIMT W TPOTPECCHPYIOICe TEYCHHE, COIYTCTBYIOIINE
coMaTU4ecKue HapyuieHus u comyrcrByromme 6onesnu LIHC, moxunoi Bo3pact B aedroTe
XBAII siBnsitoTcsi HEOMAroNpHUATHBIME POTHOCTUYECKUMH (akTopamu [122], B TO Bpems
KaK IOJI0OCTPOE Hayallo, CHMMETPHYHOCTh U3MEHEHUH, OTCYTCTBHE MBILICUYHBIX aTpodui,
orser Ha Tepamnuto 'K B nebrore XB/III, a Takxke nNperMyIIeCTBEHHO JUCTAJIbHBIN ATTEPH
BOBJICUCHHUSI TMepudepuueckux HepBoB 1o jgaHHeiM OHMI B Havane OosesHH
ACCOLIMUPYIOTCS ¢ OJIAroNPUATHBIM MSATUICTHUM Iporao3om [123-125].

bonbie 70-80% nanueHTOB OTBEYAIOT HA MATOTCHETUYECKYIO TEPAIUIO MepBOil JTuHUU [1,
9, 19, 59], B0 MHOIrHMX Ciay4asx yIaeTcsi JOCTHYb CTOMKOW MEIMKaMEHTO3HOH PEMHUCCHH,
OJJHAKO TIPH JOJTOCPOYHOM HAONIOJCHWH B OOJBIIMHCTBE CIIy4acB BO3MOXKHA
WHBAJIMIM3ALHUs Pa3HON CTENEHU BBIPAXCHHOCTH, IPU 3TOM 28% MaIlMEeHTOB HYXJIAIOTCs BO

BCIIOMOT'aTEIIbHBIX CPENICTBAX nepeaBmkenus [123].
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Kpurepuu oneHky kayecTsa MeJUIMHCKON NOMOLIHU

Kpurepun kavyecTBa

Onenka

BbIIIOJTHCHU A

BemmonHeHO  comocTaBieHHME — pEe3yNbTaTOB  OMpoca WU
($u3MKaNBHOTO 00CIEeIOBaHUS C TMATHOCTUYECKUMHU KPUTEPUIMHU

XBJ/IIT EAN/PNS, 2021

Ha/Her

[IpoBenensl  gabopaTopHble  HCCIEAOBAaHUS  MMAlUEHTaM C
nono3pernem Ha XB/III ¢ nuddepenmanbHo-1MarHOCTUISCKOM

OCJIbIO

Ha/Her

ITpoBeneHo wuccieoBaHNE MOHOKJIOHAJIBHOCTH JIETKMX LETen
UMMYHOIJIOOYJINHOB B KpPOBU M B MOYE  METOAOM

UMMYyHO(DUKCcauu

Ha/Her
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BBUT unu BbICOKOI03HAs Tepanusl INIIOKOKOPTUKOUIAMH.
13. | pu veadpdexrusaoctu BBUT unum I'K, nposenen
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CDAS
16. | Ha3naueHa cumnToMaTndeckas Tepanus 1 HeMeIeKaMEeHTO3Has
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Teparnust P HEOOXOTUMOCTH
17. | IIpoBenena MeTUIMHCKAs peadHInTaNs Ha/Her
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no mwkanam INCAT, [-RODS u CDAS u xoppekuun
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Ipunoxenne Al. CocraB padoueii rpynnsl mo paspadoTke u NepecMoTpy

KINHUYCCKHUX peKOMeHI[aHI/Iﬁ

[TupanoB Muxawmn AJieKcaHIpOBUY — JIOKTOp MEIMLMHCKUX HayK, akaJeMuk Poccuiickoit
Axagemun Hayxk, qupektop ®I'BHY HIIH (Mocksa);

I'yce Errenmii MBanoBuu — Bpad-HeBpoior, akagemuk PAH, n.m.H., mpodeccop,
3aBeAYIOIMUNA Kadeapold HEBPOJOTUH, HEHPOXUPYPTHH U MEAMIMHCKON reHeTuku OI'bOY
BO PHUMY um. H.U. ITuporoBa MunzapaBa Poccun. Ilpeacengarens Bcepoccuiickoro
00111eCTBa HEBPOJIOTOB;

CynoneBa Haranesi AJjekcaHapoBHa — Bpay-HEBPOJIOT, Bpad  (PYHKIHMOHATHHOU
JTUAarHOCTHKHU, [.M.H., WieH-KoppecnoHaeHT Poccuiickoit Axagemun Hayk, Jupextop
NuctutyTa Heilpopeabuiutanuu U BOCCTaHOBUTENbHBIX TexHosoruit OI'BHY HIIH,
HAy4YHBI KOHCYIbTaHT LleHTpa 3aboneBanuii nepudepuyeckoit HepBHOU cucteMbl OI'BHY
HITH (Mocksa);

Huxutun Cepreii CepreeBud — Bpau-HEBPOJIOI, Bpad (PYHKIMOHAIbHOM JMArHOCTUKH,
I.M.H., ipodeccop, npenceaarenb POO «O01mecTBa CrienuaaIucToB M0 HEPBHO-MBIIICYHBIM
Oone3nsimM» (MockBa), 3aBeqyroImuid Kadenpoil TeHETUKH HEBPOJIOTHUECKUX 3a0o0JeBaHUil
OI'GHY «Meauko-reHeTuuecKkuii Hay4Hblii LIeHTp uMeHu akageMuka H.I1. boukoay;
['pummna [lapbst AnekcaHapoBHa — Bpad-HEBPOJIOT, Bpau (PyHKIMOHAIBHOW AUAarHOCTUKH,
K.M.H., CTapIIMi Hay4YHbIH COTPYAHHMK J1a0OpaTOpuUu KIMHUYECKOW HEUpOPHU3NOIIOTHH,
pykxoBoautens Llentpa 3aboneBanuil nepudepuueckoit HepBHOU cuctembl ®I'BHY HITH
(Mockga);

JesnukamoBa @apuna WMnpaycoBHa — Bpay-HEBpOJOr, A.M.H., Hpodeccop Kaderpbl
HeBposioruu KaszaHckol rocynapcTBeHHONM METUIIMHCKOM akagemuu - ¢uimaina OI'bOY
JAIIO PMAHIIO Munsnpasa Poccum, 3aciyxeHHblid Bpau PecnyOmuku Tarapceraw,
aKKpeIuTOBaHHBIN 3kcnepT denepanbHOi cay)Obl IO HAA30py B cdepe 3paBOOXpaHEHUS
no HeBposioruu (Kazaup);

3unoBbeBa Onbra EBreHbeBHa — Bpady-HEBPOJIOT, JA.M.H., mpodeccop Kadeapbl HEPBHBIX
Oomesnet w  Hedpoxupypruu  DenepalibHOTO  TOCYIApCTBEHHOTO  aBTOHOMHOTO
00pa3oBaTENBPHOIO  yuUpeXKAeHus  Bbicimiero  obOpaszoBanus  IlepBblii  MockoBckuii
rOCyJapCTBEHHbIN MeauuuHCKui yHuBepcuteT umenn WM.M. CeuenoBa MuHucrepcrna
3npaBooxpaHenus Poccuiickoit ®enepaunn (Mocksa);

KypenkoB Anekceil JIbBOBUY — Bpau-HEBPOJOT, Bpad (PYHKIMOHAIbHON JWAarHOCTUKH,
I.M.H., 3aBeAyIomuil naboparopueld HepBHBIX OonesHert y aereid ®I'AY «HammonanbHbBIN

MEIUIIMHCKUI HCCIIeIOBATENBCKUAM LIEHTP 3/10pOBbs AeTei» Munsnpasa Poccun (MockBa);
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9. Pauun Anpapeii [lerpoBud — Bpau-HEBPOJIOT, 1.M.H., Mpodeccop, 3aMECTUTENh JUPEKTOpa IO
HAy4YyHOU paboTe, 3aB. OTJCIOM HEeWpopeabUIUTAIIMKM W KIMHHYECKOH rncuxonoruun OI'BY
«HarmoHallbHBIA ~ MEIUUMHCKUN  HMCCIENOBATENbCKUM  IIEHTp  peadwiuranuu U
KypopToJyiorun» MUHHCTEpCTBA 3ApaBooxpaneHus Poccuiickoit deaepannu (Mocksa);

10. Ilpokomenko CemeH BimamumMupoBHd —  Bpay-HEBPOJIOT, Bpad (U3HUYECKON W
peadMIIMTAlIMOHHON MEIUIUHBI, J.M.H., mpodeccop, 3aBeayromuid Kadenpoil HEpBHBIX
oonesnert KpacI' MV, rnaBHbiii Heipopeabmwintonor CPO, HaydyHbI pPYKOBOAUTEIH
cyObl HeBposiormu W Herpopeabuwnutanuun OI'BY OCHKI[ ®MBA Poccuu, Bpau-
HEBPOJIOT;

11. UsanoBa l'anuna EBrenneBHa — Bpad ¢GuU3MYECKOW M peabMIUTAIMOHHON MEIULIUHBI,
npodeccop, aA.M.H. IIpeacemarens OOmEpoccuiickoil OOIIECTBEHHON OpraHU3alUH
COJICHCTBUS Pa3BUTHIO MEAUIMHCKON peabmnutonorun «Coro3 peadbunutonoroB Poccumy.
['maBHBIN cieMaTUCT MO MEIUIMHCKON peabmnutanuu Munsapasa Poccuu. 3aBemyromias
OTJICJIOM MEIMKO-COIMAIbHON peadmmmranuu wHcyapbta HUUM [BIMul. 3aemyromas
kadenpoit menunmuckoi peabunuranuu G110 ®I'BOY BO PHUMY um. H.U. TTuporosa
Munzapasa Poccun;

12. MapteiHoB Muxawn IOpseBruy — 1.M.H., mpodeccop, wieH-koppecnionaeHT PAH npodeccop,
Kadeapa HEBPOJIOTUM, HEUPOXUPYPTUU U MEIUIMHCKON reHeTuku JID crapmmii HaydHbIH
corpyaauk, HWJI cocynucteix 3a0osieBaHMII TOJOBHOTO MO3ra Ha4daJIbHUK YIPaBJICHHUS,
VYnpasnenue o peanu3anuu byHKIMI HallMOHAIBHOTO MEIUIUHCKOTO
MCCJIEI0BATENBCKOrO LEHTPA 110 HEBPOJIOTUH, IJ1aBHbII BHEIITATHBIN CIIEHHUATUCT HEBPOJIOT
M3 PO;

13. benoBa Hatanbs BsuecnaBoBHa — Bpad-HEBPOJOT, Bpau (PYHKIIMOHAIBHON AMAarHOCTUKH,
K.M.H., HayuyHbli coTpyaHuk @PI'BHY «HayuHblii LEHTp HEBPOJOTHM», 3aMECTUTEIb
pyxoBoautens Llentpa 3a0oneBanuii nepudepuueckoit HepsHoi cuctembl ®T'BHY HIH;

14. bapnakoB Cepreii HukomaeBuu — Bpad-HeBposor, kanaugar mea.Hayk, ®I'b BOY BO

Boenno-mMenununckas akagemust um. C.M. Kuposa.

KonduukT HHTEpecoB: OTCYTCTBYET Y BCEX WICHOB pabouei TpymIibl
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Ipunoxenne A2. MeronoJiorust pa3padoTki KJIMHAYECKHX PEeKOMEH AN

HeneBast ayniuTOPHUA JAHHBIX KIMHHUYECKHUX PEKOMEHIALMIi:
Bpauun-uHeBposnoru;
Bpaun ¢pyHKIMOHAIBHON TUAarHOCTUKY;
Bpauu-tepaneBTsl;

Bpauu obmieli mpakTuku (CeMeiHbIC Bpayn);

S A

Bpauu-¢pusuorepanesTsl.

Metoabl, UCNOJIL30BaAHHBIE AJIs1 cOopa/ce/leKIIUM I0KA3aTeNbCTB: padouel rpynmnon
paccMOTpEHBI BCE MyOJIMKAIIMU TI0 OINpeAeNICHUI0, tuarnocTuke u jeuenuto XB/II1 B nepuon ¢
1982 mo 2020 rr. OtoOpaHbl BC€ CHCTEMHbIE O0030pbl 1O pPaHIOMH3UPOBAHHBIM
KOHTPOJUpPYEMBIM HccaenoBanusaM 1o JjedeHuro XBJ/III, mnposeneHa oueHka ypOBHEH
noctoBepHocTH JqokazatenbeT (Y /M) u yoeaurensHoctu pekomenaanuii (YYP). Ouenka V1
u YYP Obuta mpoBeneHa B COOTBETCTBHHM CO MIKaJlaMH, NPHUBEICHHBIMH B TaOmunax -3
[punoxenuss A2. JluteparypHblii mouck mnpousBomwics B 0a3ax ganHbix  Medline,
KokpaHoBckoii OuOIMOTEKE, Hay4HOW siekTpoHHON Oubimoreke eLIBRARY.ru, Google
Scholar, PubMed. [ns MuHMMH3AIMKM I[OTEHIMAILHLIX OIIMOOK KaXJI0€ WCCIIEIOBAHKE

OIICHMUBAJIOCh HC3aBUCHUMO.

Taoauuna 1. lllkana ouenku ypoBHeii 1ocroBepHocTu aokasarenaberB (Y1) nas meronos

AUATHOCTHKH ()_Il/lal"HOCTI/I‘ICCKI/IX BMeIlIaTe.]'IbCTB)

YA Pacun¢pposka

1 Cucremarnueckue 0030pbl HCCIEIOBAHUN C KOHTPOJIEM PePEpPEHCHBIM METOJIOM WIIH
CUCTEMAaTUYECKUN 0030p paHIOMH3UPOBAHHBIX KIMHUYECKUX MCCIEAOBaHUNH C
MPUMEHEHUEM MeTa-aHalu3a

2 OT)ICJ'IBHBIC HCCIICAOBaHUA C KOHTPOJIEM pe(l)epeHCHbIM METOAOM HIIM OTACIBHBIC
PAaHAOMHU3UPOBAHHBIC KIIMHUYCCKUC HUCCICAOBAHUA ©W CHUCTCMATUYCCKUC 0630pBI
HCCIIeOBaHUM 11000r0 HHSaﬁHa, 3a UCKJIFOUCHUCM PAHAOMU3HUPOBAHHBIX KIIMHUYCCKUX
I/ICCJ'Ie)]OBaHI/II\/'I, C IPpUMCHCHHUEM METa-aHalin3a

3 HccnenoBanuss 0e3 MOCIEA0BAaTEIBHOIO KOHTPOIS PE(YEPEHCHBIM METOIOM WU
UCCIeNoBaHusl ¢ pedepeHCHbIM METOAOM, HE SBJISIOLUMCS HE3aBHUCHUMBIM OT
HCCIIETyEMOI0 METOJIa WM HEPAHIOMU3UPOBAHHBIE CPABHUTENIBHBIE UCCIIEN0BAaHUs, B
TOM UHCJIE KOTOPTHBIE UCCIIEIOBAHUS

4 HCCpaBHI/ITCJ'IBHBIC HUCCIICAOBAaHUS, OIMMCAHUC KIIMHUYCCKOT'O Cliy4das

5 Nmeetcs nuuib 000CHOBaHUE MEXaHU3Ma JAEUCTBHSI UM MHEHHE YKCIIEPTOB
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Tab6auna 2. [lIkana oneHkH ypoBHel 10CTOBEPHOCTH JAoka3zareabcerB (Y1) s MeTonos
NpopUIAKTHKH, JiedeHHuss M peaduiaurauuud  (NPOoPUIAKTHYECKHX, Je4eOHBbIX,

peaﬁnnnTaunonnblx BMelHaTeJ'ILCTB)

Y Pacmmu¢poska

1 Cucremarnueckuit 0030p PKU ¢ npumenennem meta-aHanmu3a

2 Otnenpapie PKU um cuctemaTmyeckue 0030pbl HCCIEIOBAaHUN JHOOOTO 1au3aiiHa, 3a

nckimouyenrnem PKH, ¢ npumenenneM Mera-aHanusa

3 HepaH,Z[OMI/ISI/IpOBaHHBIe CPaBHUTECIBHBIC UCCIICAOBaHMA, B T.4. KOTOPTHBIC UCCIICIOBAHUA

4 HeCpaBHI/ITeHBHHe HCCIICA0BaHMs, OIIMCAHNEC KIIMHUYCCKOT O Cliydas UM CEpUuHr CiIydacB,

HCCIIEIOBAHUS «CIIy4ail-KOHTPOJIbY

5 | Umeercs numpb 00OCHOBaHME MEXaHU3Ma JEMCTBHSI BMEIIATENbCTBA (JOKIMHUYECKUE

I/ICCJ'IGI[OBaHI/IH) HJIM MHCHHEC 5KCIICPTOB

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

AUATHOCTHYECCKHX, .]'Ie‘-leﬁHBIX, peaﬁl/lJII/ITaIII/IOHHI)IX BMeIIIaTe.TII)CTB)

Yyp Pacumgponka

A | CunbpHas pekoMeHIanus (Bce paccMaTpuBaeMble KpUTEPUH 3PQPEKTUBHOCTH (MCXOJIbI)
ABJIIOTCS BaXXHBIMH, BCE MCCIEAOBAaHUS HMMEIOT BBICOKOE WIIM YAOBIETBOPUTEIILHOE
METOJIOJIOTUYECKOE KayeCTBO, MX BBIBOJBI MO HHTEPECYIOIIMM HCXOJaM SBIISIOTCA
COI'JIACOBAHHBIMHU)

B | YcioBHas pekomeHnpamus (He Bce paccMaTpuBaemble KpuTepud 3PGEKTUBHOCTH
(ucxompl) SABISIOTCS BAXKHBIMH, HE BCE HCCIIEOBAaHUS MMEIOT BBICOKOE WIIU
YOBJIETBOPUTEILHOE  METOAOJOIMYECKOe  KayecTBO W/WIM  MX  BBIBOJABI IO
MHTEPECYIOIIMM UCX0JIaM HE SBJISIOTCS COIJIACOBAHHBIMHU )

C | Cnmabas pexkoMeHmamnwsi (OTCYTCTBHE JOKa3aTEIbCTB HAJISKAINIEro KadecTBa (BCe
paccMarpuBaeMmble KpuTepuu IPHEKTUBHOCTH (UCXOMbI) SIBISIOTCS HEBXXHBIMHU, BCE
UCCIIEIOBAaHMUSI HMMEIOT HHU3KOE€ METOJOJIOTUYECKOEe KaueCTBO M HUX BBIBOABI TIO
WHTEPECYIOIINM UCX0JIaM HE SBIISIOTCS COTJIACOBAHHBIMH )

Iopsiaok 00HOB/IeHUS KIMHUYECKHX PEeKOMEHaluii

MexaHu3M OOHOBJIEHUSI KIIMHHYECKUX PEKOMEHIAIHNKN MpeIyCMaTPUBAET UX CHCTEMATHYECKYIO
aKTyaJIu3alliio — HE PeXe YeM OJIMH pa3 B TPU r0/ia, a TaKKe MPU MOSBICHUH HOBBIX JaHHBIX C
MO3UIUHN J0Ka3aTeNbHOM MEIUIIMHBI TI0 BOMPOCAaM TUATHOCTHKH, JeueHUs, MPOQUIaKTUKA U
peadmMTany KOHKPETHBIX 3a00JIeBaHUM, HATMYUA OO0OCHOBAHHBIX JIOMOJIHEHUI/3aMEeUaHUN K

panee yTBepk1€HHBIM KP, HO He vamie 1 pasza B 6 mecsI1ies.

45




IIpunoxenue A3. CipaBo4HbIe MaTepPHAJIbI

[Ipukaz MunzapaBa Poccum ot 24.12.2012 N 15370 "OO yTBEep)KIEHUU CTaHIapTa
CIELUAIU3UPOBAHHON  MEAMLMHCKOM  IIOMOINM IIPH  XPOHUYECKOM  BOCHAIUTEIBHOU

JeMueIuHu3upytoilei nonuueBponatuu” (3apeructpupoano B Muntocte Poccun 01.04.2013

N 27954).

JAunarnocruyeckue kpurepuu XBJ/IIT

Ha3zBanue Ha pycckom si3bike: «PykoBoactBo EBpomeiickoii akagemMun HEBpOJIOTHH /
OO6mectBa 3ab0neBanuii nepudepruuecKux HEPBOB IO JUATHOCTHKE U JICYCHUIO XPOHUYECKOU
BOCHAJIUTEJIBHON  JEMHUEIIMHU3UPYIOIIEH IMOJIMPAAUKYJIOHEUPONATUU: OTYET COBMECTHOU

paboueii rpynmsl — BTOPOU MEPECMOTP»

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

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

Hcrounuk (odunmanbHelii caiiT pa3paboTIMKOB, myOnukanus ¢ Banupammeii): 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.

11/jns.12455. Epub 2021 Jul 30. PMID: 34085743.

Tun (MoAYepKHYTH):
TIKaJIa OTICHKU
WHJICKC

BOIIPOCHUK

Apyroe (yTO‘{HI/ITB)Z KPpUTEPpHUH JUATr'HOCTHKHU
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KJIMHHUYECKUE KPUTEPUU XB/II

Tunuunas
XBII

Bce HUWKENIEPECIYUCICHHDBIC IIPU3HAKH:

e [Iporpeccupyrommas WK peLUIUBUPYIOIIAs, CUMMETpUYHaS,
MPOKCUMAJIbHAS M TUCTaJIbHAsl MBIIIEYHAsI CIA00CTh BEPXHUX U HIKHUX
KOHEUHOCTEH, U CEHCOpHbIE HapyIleHHs, MO KpailHel Mepe, B JBYX
KOHEYHOCTSIX;

e [IporpeccupoBanue HapylIeHUH B TEUEHUE HE MEHEe 8 He/lelb;

L4 OTCYTCTBI/IG HJIN CHMIKCHHC CYXOKHJIIBHBIX pe(l)JIeKCOB BO BCCX
KOHCYHOCTSX.

BapuanTsl
XBAII

OaHO U3 HUKeNepeYnCJIeHHOI0, HO B OCTAJIbHOM — HAJINYHe NMPU3HAKOB
TunuyHoi XBJII (cyxoxxunbHble pedieKchl MOTYT OBITh COXpAaHHBIMU Ha
HENOpaXEHHON KOHEYHOCTH)

e Jlucmanvnas XBJ/{II: HapylmieHue 4YyBCTBUTEIBHOCTH W MBbILIECYHAs
c1abocTh B JUCTAIbHBIX  OTJENAaX IPEUMYILIECTBEHHO  HIKHUX
KOHEYHOCTEH;

o Mynomugokanvnas XB/[II: HapylieHHe YyBCTBUTEIbHOCTH M MBIILICYHAS
cnabocTh Kak pu MHO>KECTBEHHOMN MOHOHEWPOIIaTUN
(MynbTH(OKATBHBIA ~ MATTEPH), ACUMMETPHUYHBIE  HapyIIEHUS ¢
npeoOsiajaHeM B BEPXHUX KOHEUHOCTSX, OoJiee YeM B  OJHOM
KOHEYHOCTH;

e Qoxanvnass XB/II: wHapylleHHWE YYBCTBUTEIBHOCTH W  MBbIIICYHAS
¢1a00CTh TOJIBKO B OJTHOM KOHEYHOCTH;

e Momopnas XBJ/{II: nBuratenbHble HapylleHUs (BsUIBIM TeTpa- WU
HWKHUM Napanapes3) 6e3 HapyleHUu 4yBCTBUTEIbHOCTH;

e Cencopnas XBJ/[II: NOINHEBPUTHUYECKNE UYyBCTBUTEIIBHBIE HAPYLICHMS
0€3 MBILIEYHON CIIa00CTH.

IJIEKTPOAUATHOCTUYECKHUE KPUTEPUU XBJII

KpuTepnn MPOBECACHUSA 110 MOTOPHBIM BOJJOKHaAM

(1) LocToBepHbIe NPU3HAKH IeMH eJINHU3ALNHA

HaJIM4Hue€ OJHOIo 1N Ooiee u3 NEPCUUCIICHHBIX HUXE IIPU3HAKOB:

(a) yBennueHue JUCTAbHOM JJaTeHTHOCTH M-oTBeTa Ha > 50 % oT BepXHel I'paHUIlbl HOPMBI

IIpU UccieIoBaHUM 2 U 0oJiee ABUTaTENbHBIX HEPBOB (MCKIIIOYUTH KapladbHbI TYHHEIbHBIN

CHUHJIPOM); UITU

(b) cHmXEeHUE MOTOPHOI CKOpOCTH TpoBeieHHs Ha > 30 % OT HIKHEH rpaHULbl HOPMBI 10
JBYM U OoJiee IBUTATEIbHBIM HepBaM; MU
(c) yBennuenue nareHtHocTH F-BomH Ha > 20 % OT BepxHell TpaHUIIBI HOPMEI B 2 U OoJiee

HepBax (win Ha > 50 %, ecm ammurTyna AuctaibHOro M-otBera < 80 % OT HUKHEH TPaHMIIBI

HOPMBI); WIH

(d) orcyrcrBue F-BonH B 2 1 60s1ee HepBax (€cCiiv IPHU UCCIEIOBAaHUH 3TUX HEPBOB aAMILIUTY 1a

qucTanbHoro M-otsera > 20 % oT HUKHEH rpaHuiibl HOPMBI) + > 1 MpU3HAK JeMHETUHU3ALNN

B > | nIpyroM Hepse; WU
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(e) moTopHbIit 010k npoBeneHus: > 30% cHUKEHHE aMIUTUTYbl IPOKCUMaIbHOrO M-0TBeTa Mo
CPaBHEHUIO C TUCTALHBIM (MCKJII0Yasi O0bIIeOepOBBIA HEPB) MPH AMILTUTY/IE IUCTATBHOTO
M-otBeta > 20 % OT HUKHEN IpaHUIBl HOPMBI B 2 U OoJiee HEpBax WK B | HepBe NpU HATUYUU
> 1 npu3Haka qeMueNIuHu3auu (KpoMe oTcyTCTBUS F-BoniH) B > 1 apyrom HepBe; wiu

(f) maronoruueckas temnopanbHas qucnepens: > 30 % yBenuueHue I TETbHOCTH
MIPOKCUMAJILHOTO M-0TBETa 10 OTHOILIEHUIO K AUCTAILHOMY B > 2 HepBax; WU

(g) AUTENBLHOCTH AUCTAIBHOTO M-0TBeTa (MHTEpBaJl MKy HauajaoM IepBOr0 HETaTUBHOIO
MMKa 1 BO3BPAIICHUEM €r0 K U30JIMHUHN) yBeJInueHa B > 1 HepBe + > 1 nmpusHak
JeMHUENIMHU3alud B > 1 1pyroM Hepse:

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

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

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

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

(2) HenocToBepHbie NPU3HAKHU IeMHEJIHHU3ALMU:
m000# U3 MPU3HAKOB, MEPEYNCICHHBIN B (1), HO BBIBIICHHBIN TOJBKO B 1 HEpBE

Ilpumeuanue 1. DTU KpUTEPUM ONPEAEICHbI IPU MCIOJIB30BAaHUM 4YacTOThl (QUIBTPAa B
muanazoHe or 2 I'm go 10 xI'm juis Bcex mapamMeTpoB 3a HCKIIOYEHUEM YBEJIWYEHUS
JUINTEIBHOCTU JAUCTaNbHOIO M-0TBeTa, IJ€ M3MEHEHMs pPa3jIMuHbl IIPU YEThIPEX HUKHHUX
gactot ¢uinstpa (LFF) 2, 5, 10 u 20 T'n. TemnepaTypa K0y BO BpeMst UCCIIEIOBAHUS JIOJDKHA
NOJJICPKUBATECS Ha ypoBHE JIafoHW He MeHbulie 33 °C, Ha ypOoBHE Hapy>KHOM JIOJBIKKHU HE
mens1e 30 °C.
Ilpumeuanue 2. OOBeM uCCIeNIOBaHMS MPOBOASAMIEH (YHKUHH MOTOPHBIX BOJOKOH
(KOIMYEeCTBO HEPBOB, KOTOPHIE HEOOXOAMMO HCCIIEA0BATh; MCCIEJOBAHUE B MPOKCUMAIIBHBIX
oT/IeTIax):
* JUI aHalu3a KPUTEPUEB TECTUPYIOTCS CPEIUHHBIHN, JTOKTEBOW (CTUMYIUPYETCS HMKE JIOKTS),
Maj00epIOBbIi (CTUMYJIMPYETCS HIKE TOJOBKH MaJIOOEPIIOBOM KOCTH) M OOJIbIIEOEPIIOBBIN
HEPBBI C OJJHOM CTOPOHBIL;

€CJIi KPUTEpUU HE BBINOJHSIOTCSA, T€ K€ HEPBBI UCCIEAYIOTCS C JAPYrol CTOPOHBI W/WIN
JIOKTEBOW W CPEIUHHBIM HEPBBI CTUMYJIUPYIOTCS B MPOKCHUMAJBHBIX OTAeNax (Ha ypOBHE
ieva, HOMBIIIEYHON BIaJUHBI U B TOUKe Dpba);

OJIOK TPOBEJCHUS WIM 3aMeIJICHHEe MOTOPHOW CKOPOCTH NPOBEIEHHS HE YUUTHIBAIOTCS IO
JIOKTEBOMY HEpPBY Ha YpOBHE JIOKTA M IO ManoOeploBOMY HEpPBY Ha YpOBHE KOJEHHOTO

CyCTaBa;

MEXIy TOYKOW DOpba W 3amsicTheM HEoOXOJUMO YMEHBIICHHE aMIUTHTYAbl M-0TBeTa He
MeHnbie ueM Ha 50 % nns Bepudukamuu 0JI0Ka TMPOBEICHUS IO JOKTEBOMY M CPEAMHHOMY
HepBaMm. [Ipu CTUMYISIIIAA CPETUHHOTO HEPBa B MPOKCUMAIBHBIX OTIENaX CIIeAyeT u30erarsb
COITYTCTBYIOIIYIO CTUMYJISIIUIO JIOKTEBOTO HEPBA, MOXKET IMOTPEOOBATHCS TEXHUKA KOJLTU3HU
JUIS YCTpaHEHHUsS Y4acTHsl JIOKTEBOTO HepBa B oOpa3oBaHHH M-OTBETa, PETUCTPUPYEMOTO C
M.APB (a0 e ¢ m.FCR)

MPU HaJIMYUU MOTOPHOTO OJIOKAa TPOBEICHHSI MO JIOKTEBOMY HEPBY Ha YPOBHE MPEATLICUBS
clieqyeT UCKIIYHTH aHacToMo3 MaptuHa-I'pybepa ¢ MOMOIIBIO CTUMYJISIIIHA CPETUHHOTO

HepBa B JIOKTEBO# siMke (oTBezeHue ¢ M.ADM);

NP HAJUYHK MOTOPHOTO OJIOKa TMPOBEJACHUS 110 CPEAMHHOMY HEpPBY Ha TMPEAIICYbe
HEO0OXOUMO UCKJIIOUYHMTH YYacTHE JIOKTEBOTO HEpBa B 00pa30BaHUU AUCTAIBHOTO M-O0TBeTa
MIPU CTUMYJIALIMN Ha 3aISICThE;

*eClIM aMIUIMTYIbl JWCTAIBHBIX M-0TBETOB pe3ko cHmwxkeHbl (< 1 wB), crnemyer
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perucTpupoBaTh M-OTBETHl C MPOKCHMAIbHBIX MBI, WHHEPBUPYEMBIX Malo0EpIIOBbIM,
CPEIUHHBIM, JIOKTEBBIM HJIU JTy4eBbIM HEPBAMH.

KpnTepnn NMPOBEACHUSA 110 CCHCOPHBLIM BOJIOKHaAM

(1) XBII:

* HapyILlIEHUE CEHCOPHON MPOBOAMMOCTH (yBEIIMYEHHE JIATEHTHOCTH WM yMEHbIIECHUE
aMIUIUTYIbl CEHCOPHOTO MOTEHIMANa, WIH 3aMeJ[JIeHHEe CEHCOPHOM CKOPOCTH MPOBEACHUS) B
IBYX U Oosiee HEpBax

(2) Boamoxnas XBJIII:

* kak B (1), HO TOJIBKO B OJTHOM HEPBE;
* ipu cencopHoit XB/II1 ¢ HOpManbHBIMU TapaMeTpaMH UCCIIeIOBAHUS MPOBOAAIICH (PYHKIUU

MOTOPHBIX BOJIOKOH JIOJDKHBI IIPUCYTCTBOBaTh &) Wiu D):

a) CHW)KEHHE CEHCOPHOM ckopocTH mpoBeaeHus < 80% OT HWKHEH TPaHUIBI HOPMbI (IIPU
aMIUIUTY/Ie CeHCOpHOro moTeHiuana > 80% oT HmkHel rpaHuisl HopMbl) U < 70% ot
HUKHEW TpaHuIbl HOPMBI (IIpH aMIUTUTYAE ceHcopHoro mnoteHnuana < 80% oT HIbKHeR
IpaHULBI HOPMBI) KaK MHHMMYM B JBYX HepBaX (CpPeIWHHOTO, JIOKTEBOTO, Jy4eBOIO,
MKPOHOXHOI'0), TN

b) maTTepH MHTAaKTHOCTH MKPOHOXXKHOTO HepBa (OT aHri. sural sparing pattern) (M3MeHEHHE
[IapaMeTPOB CEHCOPHOT'O MOTEHIMaJIa CPEIUHHOTO UITU JIyU€BOT'O HEPBOB IIPU HOPMAaJIbHBIX
napaMerpax CEHCOPHOrO IOTEHILMajga HMKPOHOXKHOTO HEpBa) (MCKIIOYUTH KaprajabHbIN
TYHHEJIBHBIM CUHIIPOM).

Ilpumeuanue 1. TemnepaTypa KOXH BO BpeMsl HCCII€AOBaHMs JOJKHA IMOAJEPKHUBATHCS Ha
ypOBHe J1aoHH He MeHblle 33 °C, Ha ypoBHE HapyKHOM J101bbKKHM He MeHbIe 30 °C.
Ilpumeuanue 2. CHUXKEHME aMIUIUTYJbl CEHCOPHOIO IOTEHIMAla HWKPOHOXXHOIO HEpBa
OTMEYaeTCsl y JIMI[ CTaplIero BO3pacTa, B CBA3M C 4Y€M PEKOMEHAYETCS HCIOIb30BaTh
BO3pAacCTHbIE HOPMBI IIPU UCCIIEOBaHUM JUI] cTapiie 60 jer.

MNOJAEPKUBAIOIIIUE KPUTEPUU XBIII

(8) OObekTHBHBIII OTBET HAa TATOTEHETHYECKYH) Tepamui (BHYTPHBEHHYIO
BBICOKO/IO3HYI0 HMMYHOTEPaINNI0, BbICOKOOObEeMHBII M1a3Madepes, rIIIOKOKOPTHKON/IbI)
(GPP)

OTBeT Ha TeEpamuio CJEIyeT OIEHWBATh OOBEKTUBHO M0 IIKAJIaM WHBAIUIW3AINN U
JIBUTATENIbHBIX HapyleHuil. OTCyTCTBUE yiydlleHUs mocie Tepanuu He uckimoyaer XB/II,
TaKKe KakK U MOJIOKUTEIHHBIA OTBET Ha JICUeHUE He sBIsgeTcs cnenuduaabM st X BJIIT.
Crnenyromasi AMHAMUKA TIO IIKAJTaM MOET OBITh MCIOJIb30BaHA B KIMHUYECKON MPAKTHUKE KaK
JIOKa3aTelIbCcTBO OTBeTa Ha jedeHue: no mkaine |-RODS: + > 4 Gamnos, mo mkane INCAT
disability scale: + > 1 6amr; mo mkaze MRC sum score (0-60): +> 2 o 4 6amios.

(b) Buzyammsamus (GPP)

Yaempaszeykosoe uccieoosanue nepugepuueckux Hepeos:

UCCIIEIOBAaHUE HEOOXOAMMO TMPOBOJUTH y B3POCHBIX IALUEHTOB, YJIOBJIETBOPSIOIINX

JUAarHOCTUYECKUM KPUTEPUAM «BO3MOXKHOW», a He «uocroBepHon» XBJIIL. [Jna XB/II

XapaKTepHO:

e yBenuueHue miomaan nomnepedroro cedenus (IIIIC) mo kpaitHedl mepe B JIBYX TOUYKax
UCCIIEIOBAaHHUS CPEIMHHOIO HEepBa B MPOKCHMAIIBHBIX OTIeNaX W/WIN CTBOJIOB ILIEYEBOTO
crutetenus: yBennuenne IIIC cpenunrnoro Hepsa > 10 MM? Ha npeamieube u > 13 mm? Ha
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miaede, yBenuuenue IITIC CTBONOB MIIEYEBOrO CIUIETEHUS > 9 MM? B MEKIECTHHYHOM
npocrpancTse, ysenudenre [1T1C cnuHanbHbIX HepBOB > 12 M2

MaZHumHO'peé’OHaHCHafl mOMoepad)wl njie4yeeoco cnienerus.

UCCIICIOBAaHHE HEOOXOAMMO TPOBOJUTH Y B3POCHBIX MAIMEHTOB, YIOBJIETBOPSIONINX

JIMATHOCTUYECKUM KPUTEPUSM «BO3MOXHOI», a He «uocroepHoi» XB/IIL. dna XBJII

XapakTepHO:

® YBEJIMYCHHUE W/UJIU TIOBBIIIEHHAs HHTEHCUBHOCTU CUTHAJIA OT HEPBHOTO (-bIX) KOpelIKa (-0B)
Ha T2-3Bemanubix MP — m3o6paxenusx (DIXON/STIR, kopoHanbHbIE + CarUTTalbHbIC
mwiockoctv).  IlpenmoururenbHa  KOJIMYECTBEHHAs  OLIEHKA  pa3MEpPOB  KOPEIIKOB
CIIMHHOMO3IOBBIX HEPBOB (MaMETp HEPBHOIO KOpEIIKa HENOCPEICTBEHHO PSIIOM C
TaHrJInueM, U3MEpPSIEeMblil Kak BbICOTa B KOPOHAIBHOM MJIOCKOCTH CO 3HAUYEHUEM > 5 MM), WK
MOJIYKOJIMYECTBEHHAsI OLICHKA U3MEHEHHUM KOPEIIKOB M CTBOJIOB CIIMHHOMO3TOBBIX HEPBOB C
WCIIOJIb30BAHUEM  CIEAYIOUIMX KaTEeropui: HOpPMalbHbIE, BO3MOXHO H3MEHEHHBIE,
JIOCTOBEPHO U3MEHEHHBIE.

Ipumeuanue: usmenenus, BoisiBieHHble pu Y3U u MPT HeBpaibHBIX CTPYKTYp, HEOOXOIUMO
OLICHMBATh B COBOKYIIHOCTHU C Pe3yJbTaTaMM JIPYTUX OOCII€OBAHUMN, IPU MCKIIIOUEHUU TaKUX
3a0oneBanuii, kak MMH, nemuenunusupyromue HMCH, mnapanporenHemuueckue
Heiiporratun, POEMS-cunnpom, nuabermdeckass pajMKyJIOIUIEKCONATHS,  aMIJIOUHAS
NOJMHENHponaTus, HeBpaJruueckas aMuotrpodus, Jenpo3Has Heiponatus, Helipopubpomaros3
wn Helipoiaumdomaros.

(c) Anaau3 cimaHOMO3roBoi xkuakoctu (GPP)

He pexomenayercs npoBOAUTE aHAIW3 CIIMHHOMO3TOBOM JKHMJIKOCTH, €CJIM AMArHo3 OYEBUJCH

[0 JaHHBIM JIPYTUX METOJO0B 00cienoBaHUN. AHaIN3 CHMHHOMO3IOBOM JKUIKOCTHU CIETyET

BBIIIOJIHATH B CJIIEYIOIINX CIIy4asx:

® [IallMEHTHI, yJAOBJIETBOPSIOT JUArHOCTUUECKUM KPUTEPUAM «BO3MOKHOW» XB/III;

® B CIIy4asiX OCTPOTO WUJIH MOAOCTPOro Havasa 3a00IeBaHMs;

e xorma mnpu XBJ/II-momoOHON cUMOTOMAaTHKK TOJ03peBaeTcs WH(EKIMOHHBIM WU
3JI0KAUYE€CTBEHHBIN T'€HE3 HAPYIICHUM.

[ToBeiIeHHE YpOBHS Oelka B JIMKBOPE CIEAYyeT WHTEPIPETHPOBATH OCTOPOKHO MPU HATUYUHU

caxapHoro auadeta. Cienyer UCIONIb30BaTh BO3PACTHBIE HOPMBI YPOBHS OelKka B JTUKBOPE, JIJIS

KOHCTATallu{ TMOBBIIIEHUS Oellka y MAIlMeHTOB CTapIlero Bo3pacta MUCIMoNb30BaTh: > 0,5 /1 B

Bo3pacte a0 50 met u > 0,6 v/ B Bo3pacte crapiie 60 Jer.

(d) Buoncusi Hepsa (GPP)

He pexoMenayercs mpoBOJUTH OMOINCHIO HEPBaA, €CIM JAMArHO3 OYEBUIEH MO JaHHBIM JAPYTHX

METO/10B o0ciieoBaHmil. bruorncuio HepBa ciieyeT BBINMONHATE B CIASAYIOMINX CIyqasx:

* B cayyasx, koraa XB/III nomo3peBaeTcs, HO HE MOXET ObITh MOATBEPKIACHA KIMHUYECKUMU,
7a00paTOpPHBIMHU,  BU3YAIM3AIIMOHHBIMU U DJEKTPOAMATHOCTUYECKUMHU  METOJaMU
UCCIIEI0BAHMS;

* npu XBJ/II-nonoOHbIX HeliponaTHsX, OTCYTCTBUU OTBETAa HA MAaTOI€HETUYECKOE JICUEHUE,
nono3pennn Ha HMCH, amunonio3, BacKyJuT, CapKOUI03 WA HEHpopuOpoMaTos.

Hns XBJIT xapaktepHsl cieayromnie Mopdoornueckue W3MEHEeHHs: 00pa30BaHMs O THITY

«JTyKOBUYHBIX T'OJIOBOK», IPU3HAKH MEPUBACKYIISIPHOTO BOCHATICHHUS, CETMEHTapHasi Makpodar-

VHIYLUHUPOBAHHAS JEMUEIIMHU3ALMUS, aKCOHAJIbHAS JIET€HEpaltsl, pEMUEITUHU3ALHS.

KPUTEPUN UMMYHOJIOI'MYECKOI'O TECTUPOBAHMUA ITPU XB/IIIT
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Juexktpodope3 0eKOB CHIBOPOTKM W MO4YM ¢ HMMYHO(pukcanueit (M-rpagueHr),
HCCJIeIOBAHNE JIETKUX Leneil Heo0X0AMMo NMPOBOAUTH Y Beex nanueHToB ¢ XBJIII

V¥ nanueHToB ¢ aucraneHbiM BapuanToM XBJIII, mpu orcyrcTBum IgM napanporenHemMun u
OTCYTCTBUM aHTUTeNn npotuB MAG, ciexyer paccMOTpeTh BO3MOXHOCTb IOBTOPHOIO
TECTUPOBaHUS.

HccnenoBanue ypoBHs (akropa pocta supotenus cocyqoB (VEGF) B chIBOpoTKe MOKazaHO
HalMeHTaM C JUCTalbHBIM BapHMaHTOM OOJIE3HM M HAJIMYUU HEHpOMaTH4eckoro 00JeBOro
CHUHJIpOMa, y KOTOpBIX OOHapyxeHa napanporenHemust IgA wnm IgG, accoumumpoBaHHas ¢
CeKpeluen Jerkou nemnu aamoaa, npu moao3pernu Ha POEMS-cunapom.

TeCTI/IPOBaHI/Ie HA aHTUTEIA K HOAAJBbHBIM U MAPAHOAAJIbHBIM AHTHI€HAM

VY namuentoB ¢ knuHHYeckuM (enotunom XBJIIT TtectupoBanme Ha antutena aHtu-NF155,

aaTu-CNTN1, antu Casprl, antu-NF140/186 nmpoBoauTh B ciayyae:

* OTCYTCTBHSI OTBETa Ha BBICOKOJO3HYI0 BHYTPHMBEHHYIO MMMYHOTEPAIHIO M BBICOKOJO3HYIO
tepanuio ['K;

* [IPU OCTPOM HJIH ITOJOCTPOM ACOOTE;

* BBIPAXCHHOW CEHCUTUBHOMN aTaKCHH, IPEUMYIIECTBEHHO AUCTAIBHON C1ab0CTH;

* BOBJICUCHUS JbIXATEIBHBIX MBIIIIII U MTOPAKECHUS YEPEITHBIX HEPBOB;

* COITyTCTBYIOIIETO HEYPOTUIECKOTO CHHIPOMA;

* OYCHb BBICOKOT'O YPOBHS O€JiKa B JINKBOPE.

KATEI'OPUU JTUATHO3A XBAII

Tunuunasa XBJ/III

JocroBepHas e KiuHuuyeckue KpuUTepun + DIEKTPOAUArHOCTUYECKUE KPUTEPUHU
MPOBEICHUSI 1O MOTOPHBIM BOJOKHaM B JBYX HepBax
3JIEKTPOJIMATHOCTUYECKUE KPUTEPUU TIPOBEICHHUS 110 CEHCOPHBIM
BOJIOKHaM B JIBYX HEpBax; WJIH

e BOo3MOHO Tunu4Has XB/III + kak MUHMMYM J1Ba NOAJEPKUBAIOIINX
KpUTEPUS

Bo3smoxknas e KilmHMUecKHe KpUTEpUHM + DIEKTPOAUArHOCTUYECKHE KPUTEPUU
MIPOBEACHUS 110 MOTOPHBIM BOJIOKHAM B OJHOM HepBe +
JJEKTPOJUATHOCTUYECKUE KPUTEPUM MPOBEAECHUS 110 CEHCOPHBIM
BOJIOKHAM B JIByX HEpPBAaX; WU

e KimmHMueckue Kputepunm + OTCYTCTBYROT XapakrepHbie it XBJIII
3JEKTPOIUATHOCTUYECKUE KPUTEPUHM MPOBEACHUS MO MOTOPHBIM
BOJIOKHAM B OJHOM HEpBE + 3JIEKTPOAUArHOCTUYECKHE KPUTEPHUHU
MIPOBE/ICHUS M0 CEHCOPHBIM BOJIOKHAM B JIByX HEpBax + 0OBEKTHUBHBIN
OTBET Ha IATOTCHETUYECKYIO Tepamuio + OAUH IOJACPKUBAOLINI
KpUTEepui

Jucransuasa XBIIT

HocroBepHast e KiuHMuYeckHe KpUTEpHUH + DIEKTPOJUArHOCTUYECKUE KPUTEPHUH
NpOBEJECHUS IO MOTOPHBIM BOJIOKHaM B JBYX HepBax =+
ANEKTPOAUATHOCTUYECKHE KPUTEPUM IIPOBENEHUS 10 CEHCOPHBIM
BOJIOKHAM B JIBYyX HEpBax; WU
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BO3MOKHO JUCcTaabHas XBJIT + KaK MHHUMYM Ba
MOJJEPKUBAOLIUX KPUTEPHUS

Bos3moxkuas

KnuHuyeckre KpuTepuu +  AIEKTPOJUATHOCTUYECKUE KPHUTEPHUU
MPOBEJICHUSI 10 MOTOPHBIM BOJIOKHAM B OJHOM HEpBE pPyKd +
ANEKTPOAUATHOCTUYCCKIE KPUTEPUH TMPOBEIACHUS 10 CEHCOPHBIM
BOJIOKHAM B OJIHOM HEPBE; WIH

Knunudeckne KpUTEpUH + DIIEKTPOJAMATHOCTUYECCKHE KPHUTEPUU
MPOBEJICHUSI TI0 MOTOPHBIM BOJIOKHAM TOJBKO B JBYX HEpBax HOT +
ANEKTPOAUATHOCTUYCCKIE KPUTEPUH TMPOBEICHUS 10 CEHCOPHBIM
BOJIOKHAM B JIByX HepBax (MOIACPKUBAIONINEC KPUTEPUU HE
HCIIOJB3YIOT)

MyasTudorkanbHas uian poxaabHas XBIT

JocToBepHas

KimHuyeckue KpuTepuu + DIIEKTPOAMArHOCTUYECKHE KPUTEPUHU
IIPOBEJEHUS 110 MOTOPHBIM BOJIOKHAM B JByX HepBax +
NEKTPOAUATHOCTUYECKUE KPUTEPUM IIPOBEJEHUS 110 CEHCOPHBIM
BOJIOKHaM B JIByX HEpBax; WIH

BO3MOXHO MynbTU(oKanpHas uinn ¢okanbHas XB/II + kak MUHUMYM
J1Ba TIOJACPKUBAIOLIUX KPUTEPUS

Bos3moxxuas

KiuHuyeckue KpuUTepuu + DIIEKTPOAMArHOCTUYECKHE KPUTEPUHU
IIPOBEJEHUS IO MOTOPHBIM BOJIOKHAaM B OJHOM HepBe +
NEKTPOAUATHOCTUYECKUE KPUTEPUM IIPOBEJEHUS 110 CEHCOPHBIM
BOJIOKHaM B JIByX HEpBaXx;

QoxkanpHas XBJIII ¢ COOTBETCTBHEM KIMHUYECKUM KpUTEpPUAM +
JJIEKTPOJAUATHOCTUYECKUE KPUTEPUM MPOBEACHUSA IO MOTOPHBIM
BOJIOKHAM B OJHOM HEpBE + DIEKTPOAUArHOCTUYECKUE KPUTEPUU
MPOBEACHUS 110  CEHCOPHBIM  BOJOKHAaM B  OJHOM  HEpBE
(moaaep:kuBaroIMe KPUTEPUN HE UCTIOIb3YIOT)

Moropuas XBJII

JocroBepHas

Knunnueckue kputepud + 3IIEKTPOAUMATHOCTUYECKHE KPUTEPUU
MPOBEJICHUS] 0O MOTOPHBIM BOJIOKHAM B JBYX HEpBax + HOpMaJbHbIE
rapamMeTpbl Uccaea0BaHus 4 CECHCOPHBIX HEPBA; WU

BO3MOkHO MoTopHass XB/III + kak MUHHMYM JBa MOJAEPKUBAKOLINX
KpUTEPUS

BosmoxHas

Knunuuyeckue KpuTepuu + 3JIEKTPOJUMATHOCTUUECKUE KPHUTEPUU
MPOBEJEHUSI IO MOTOPHBIM BOJIOKHAM B OJHOM HEpBE + HOpMalbHbIE
rapaMeTpsl UCCIIEeOBaHMs 4 CEeHCOPHBIX HEPBA;

[IpeumymectBenno wmotopHas XBJIII: kak npu mortopHoit XB/III, HO ¢ Hanmnunem

Hap}/I_HCHI/Iﬁ IMpU UCCICAOBAaHUUN NBYX CCHCOPHBIX HCPBOB

Cencopnas XBII

Bos3moskuas

Kimmanueckne kputepuum +  3IIEKTPOAUMArHOCTUYECKHE KPUTEPUHU
MIPOBE/ICHUS 110 CEHCOPHBIM BOJIOKHAM (ITOJIIEP KMBAIOIINE KPUTEPUU
He wucnoib3ytores). IlpoBojsmas (yHKIUS MOTOPHBIX BOJIOKOH
J0JKHA OBITh HOPMaJIbHOM MUHUMYM B YETBIpEX HepBax

IIpeumymecrBeHHo cencopHas XB/III

Bo3MmoxkHas

KinuHuueckue KpuTepuu + DIIEKTPOAMArHOCTUYECKHE KPUTEPUU
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MpPOBEJEHUSI 10 CEHCOPHBIM BOJIOKHAM B JBYX HepBax +
ANEKTPOAUATHOCTUYECKHE KPUTEPUHU TIPOBEACHHUS IO MOTOPHBIM
BOJIOKHaM B JIByX HEpBax WJIH B OJIHOM HEpBE.

HocrosepHas e KiuHuyeckue KpUTepUu + IIEKTPOAUATHOCTUYECKUE KPUTEPUU
MpOBEJEHUSI 1O CEHCOPHBIM BOJIOKHAM B JBYX HepBax +
ANEKTPOAUATHOCTUYECKHE KPUTEPUM TPOBEACHHUS IO MOTOPHBIM
BOJIOKHaM B JIByX HEpBaXx.

dud¢pepenunanbuas nuaraocruka XB/III ¢ mapanporenHeMuyeckumu
AeMHEeJTMHU3UPYOIIUMH HeipONaTUAMHU

Ilapanpomeunemuueckue Oemuerunusupyiowue Hetponamuu — TETEPOTCHHAs Tpyma
OoJie3Hel, mpu KOTOPhIX KinHu4yeckast kaptuHa XB/IIT coueraercst ¢ cekpenueit napanpoTenHa.
Ho 30% cinyuyaeB XB/III compoBoxpmaercss MOHOKJIOHaJIbHOW cekpeuuend, 10 50% wu3 HHUX
OKa3bIBAIOTCS 3JI0KAY€CTBEHHBIMH reM00JIacTO3aMHU, MIPU KOTOPHIX HEBPOIOTUYECKIE CUMITTOMBI
MOTYT OBITh IEPBBIMH WJIA €IMHCTBEHHBIMH KIMHUYECKHUMU TIPOSBICHUSIMH.

1. Onpeoenenue

MoHok10HAIbHAA raMManatusi (mapanporenHemusi, cekpeuuss M-nporeuna, M-
TPagueHT) - MaToJOrMyecKas cekpeuus KieTkamu B-nmumdounHoro psaa ogHOTO M3 KIaccoB
MMMYHOTIJIOOYJIMHOB.

2. Knaccugpukayusn

A. Monoknonanvnas eammanamus HeonpeoeienHo2o 3uavenus (MI'H3):

a) cekpernws napanporenna IgA, 19G

b) cekpenus napanporenna IgM:

® C aHTUTEJaMH K MHUCIUH-aCCOLMUPOBaHHOMY riiukonporenny (Anti-MAG) — svioenena 6

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

e (€3 aHTHTENl K MUCINH-aCCOIIMMPOBAaHHOMY rimkorpotenty (Anti-MAG);

B. Jlumgonponughepamusnvie 3ab60nesanus:

a) MHOXeCTBEHHAs MHEIOMa, MJIa3MOIMTOMA, 3JI0KaYeCTBEHHAs JTUMQOMa, XPOHHYECKUN
muM@oneiko3, MakporioOynuHemus BanpaeHctpema, Oo0J€3Hb TSDKENBIX — IIETIEH,
NEPBUYHBIN aMUIION103;

b) POEMS cungpom (P-tionuneiiponarus, O-opranomeranusi, E-sunokpunonarus, M - M-
MPOTEHH, S- KOXKHBIA CHHIIPOM);

c) CANOMAD cunapom — XpoHUYECKas aTaKCHYecKas HEBPOMATHs C O(PTaIbMOILIETHEN,
IgM-acconuupoBaHHON MOHOKJIOHAJIBHOW TaMMamnaTued, aHTUTENaMH K XOJIOAOBBIM

arrIIOTHHHHAM U TUCHAJIoraHrno3uaaM (anturena kiacca M k GD1b/GQ1b)).
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3. Knunuueckas kapmuna

A. CootserctByer kuandeckuM kpurepusm XBJIIT (EAN/PNS, 2021);

B. Mosxer uMeTs creayronme 0coOeHHOCTH:

a)
b)
c)
d)

[Ipeobnanane CEHCOPHBIX CHMIITOMOB;

BeIpaxkeHHas1 CCHCUTHUBHAs aTaKCHUsl, TPEMOP KOHEYHOCTEH;
[IperMyIIeCTBEHHO AUCTAIBHOE PACIIPEIeTICHIE MBIIICYHOH cl1aboCTu;
MensieHHOE HEYKIIOHHOE IPOrPECCHPOBaHUE O€3 PEMUCCHIA.

4. HucmpymenmanvHasa u 1a6opamopHas OUAzZHOCMUKA

A. DHMI — cootBerctBue 3nekrpoauarnoctuueckum kpurepusm XBJIIT (EAN/PNS, 2021) B

KaTCTOpHUHr ((I[OCTOBepHaH/BOSMO)KHaH»;

B. JlaGoparopHble METOIBI:

o

a)
b)

c)

d)

Onexrpodope3 OeTKOB CHIBOPOTKH KPOBH U MOYH C UIMMYHHO(HKCALIAEH;

HccnenoBanue ypoBHS aHTUTENl K aHTHUTEHAM MHEIMHA B KpPOBH (B Ciydae, €CIU
napanpoTeHH MpeacTaBieH cekpenueit 1gM);

HccnenoBanne ypoBHS DJHIOTENHANbHOTO Qaktopa pocra cocynoB (VEGF) npu
nogo3pernn Ha POEMS — cunnpowm;

VccnenoBanue ypoBHS aHTHTEI K TaHIIIMO3KuaM nepudeprueckux Hepsos (GQLb, GM1,
GDla, GD1b, SGPG) (uenecoobpasno mnpu momo3penun Ha CANOMAD u IgM-
napanpoTenHeMun 0e3 cekperuu antutel K MAG).

I[OO6CJ'I€I[OB&HI/I€‘, HaITpaBJICHHOC HAa YTOYHCHUC TUIIA reMmo0acro3a:

a) KommbroTepHas Tomorpadusi OpraHoB rpyIHON M OPIOIIHOM MOJIOCTH,

b) Pentrenorpadus pedep, rpyAuHBI, JOMATKH,

€) TpenanOuorcusi KOCTel Ta3za MoJ; KOHTPOJIEM KOMITBIOTEPHOH ToMOrpaduu/crepHaibHas
ITyHKIUS,

d) VYnprpasBykoBoe HccienoBaHHE JTUM(ATHISCKHX Y3JIOB C IMyHKIMOHHOW OHOICHEH 1o
MTOKa3aHUsM,

e) Koncynbramnums Bpaya-oHKOJIOTa, Bpauya-reMarosiora 1o pe3yabraraM 00cieI0BaHuUs.

Jleuenue u monumopunz
. MoHnuTOpHHr:

a) UHccrenoBanue ypoBHS MaparpoTEeMHOB B KPOBH; MCCIEJOBaHHE MOuM Ha Oenok benc-
J>xoHca,

b) WccnenoBanue ypoBHsS IMMYHOTJIOOYJIHHOB B KPOBH;

€) OOmmii (KITMHUYECKHIT) aHAIN3 KPOBH, UCCIIEJOBAHHE CKOPOCTH OCEIaHUsI SPUTPOIIMTOB;

d) MHccrnenoBanue ypoBHsS KpeaTHHHHA, OOIIEr0 W HOHH3UPOBAHHOTO Kajblius, Oera-2-

MUKpOTJI00YyJIMHA B KPOBH;

ITpu MI'H3 nccnenoBanus npoBoaarcs — | pa3 B o, IpH BBICOKOM PUCKE 3JI0Ka4€CTBEHHOT'O

nepepoxaeHus — 1 pa3 B 3-6 mMecsiies.

B. JleuecHue:
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IIpu ycranoBinenHom auarHoze XBJIII, accouuupoBaHHOW € MOHOKJIOHAJIBHOMN
raMManarreil HeorpeaeaeHHoro 3uadenus (cekpenuii IgA, 19G, IgM 6e3 anturen k MAG):
CXEMBI Tepanuy He OTINYAOTCsA OT TakoBbIX Npu XB/II1 6e3 mapanporennemun;

IIpu ycraHoBineHHOM JuarHo3e IgM-mapanpoTeMHEMHUYECKOH —JAEMUEIMHU3UPYIOLIEH
noyinHeponaTuu ¢ antutenamu kK MAG:

e Tepamnueil nepBoi JIMHUM sABIseTCA #PUTyKCMMal B CTaHAAPTHOM TEepareBTUIECKOH J103€;
e pu MakporyoOyinHeMuu BanbleHcTpemMa ¢ CHHIPOMOM IIOBBIIIEHHOH BSI3KOCTH
1enecoo0pa3eH BRICOKOOOBEMHBIN TuTa3Madepes 10 Hadaa Tepanuu #Putykcumadom.

[Tpu ycTanoBieHHOM JquarHose JuMQonponrdepatuBHOro 3a00eBaHMs JICYEHUE TIPOBOIUT
Bpay-OHKOJIOT HWJM Bpay-reMaroJior; Bpau-HEBPOJIOT SBISETCS KOHCYJIbTAHTOM, IIO
HEOOXOMMOCTH HAa3HA4YaeTcsi CUMIITOMaTHYecKas Tepamnus Heilpomaruyeckoro 0o0jeBOro

CUH/IpOMa, a TaKKe peadUINTAlIMOHHBIE MEPOIIPUSITHSL.

JduddepenunanbHas nuarHoctuka sapuanros XBIT

Tunuunasa XBJIII

AL aMuiioni03, TpaHCTUPETHHOBAs cemeiHas amuionanas nonuneidponarus (TTP-CAIT)
CANOMAD-cunapom

Cunnpowm I'nitena-bappe

Heiiponarus, acconunpoBannas ¢ BUU-un¢exueil 1 M"HPEKIMOHHBIMY refaTuTaMu
MHosxecTBEHHas: MUENIOMa, OCTEOCKIepoTHIeckas Mueaoma, POEMS-cunnpom
Ypemuueckass HelponaTHhs

Heduuut Buramuna B12 (B ToM unciie npu ynorpe6ieHUH 3aKUCH a30Ta)

Jncranbnas XB/II

IgM-niapanporenHemMudeckasl 1eMUEIMHU3UPYIOLIas MoJIuHelponarus ¢ anturenamu kK MAG
Jnabernueckas HeillponaTus

HacnenctBennas weiipornatus  (HMCH1, HMCHX1, HMCH4, wmeraxpomaTuyeckas
neiikopuctpodus, 6one3ns Pedeyma, anpenomuenoneiiponatus, TTP-CAIT)
POEMS-cunapom, BaCKyJIUT-aCCOLMUPOBAHHAs HEUPOTIATHS

MyabtudorkanbHas win ¢poxkanbuasa XB/III

JuaGernueckast paJuKyJIONaTUs/TUIEKCONAaTHs

KomnpeccrnonHnble HeliponaTun

Hacnencreennas HeilponaThsi cO CKIOHHOCTBIO K IapainnyaM OT CAABJICHUS
MynbTH]OoKanbHas MOTOpHAas HelipornaTus

Hespanruueckast amuotpodust

Onyxonu nepudepuiecknx HepBoB (IMMQoMa, IeprHEBPOMa, IIBAHHOMA, Hepopudpoma)
Backynut-acconumupoBanHas Heliponatus (MHOKECTBEHHBI MOHOHEBPUT)

Moropnas XBJII

HacnencrBenHas MOTOpHas HeliponaTus
CrninHanpHast MbllIeqHas arpodus
[TopdupwuitHas momuHeHpoTaTHs
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o BocmaauTtenbHbIe MUOTIATHH

e bJIH
e 3aboneBaHusi ¢
JlamGepra-Utona)

HapyIlIEHUEM HEPBHO-MBIIIEYHOW Tmiepeaaud (MUACTEHUS,

CHHJIPOM

Cencopnasa XB/III

e CunapoM 1epeOe/usIpHON aTakCHH, HelponaTuu U BectuOysapHoi apeduiekcuu (CANVAS)

e XpOoHHYECKAss UMMYHHasl CEHCOPHAas paJUKyJIONaTUH

e Heiipocudunuc, napaHeorniacTHIECKUN CUHAPOM, APUIIAT MEIU WK BUTaMuHa B12

° HaCJ'Ie,I[CTBeHHI)IC CCHCOPHBbIC HefIPOHaTI/IPI

e lnuonaruyeckas CEHCOpHasi HEMPOIIATHS

e (CeHcopHas HeillpoHonaTus

e Tokcuueckas  HelpomaTus  (XUMHUOTEpaNUsS-UHIYyLHUpPOBaHHas, [pPH  TUAMHUHOBOM
WHTOKCHUKAITUH )
Jnddepenunanbuas quarnoctuka XBII ¢ nosmueiiponarusammu
APYroro reLesa
3alosieBanue HMI' KommenTapuii

1) Iu3uMMyHHbBIe HeliponaTuu

Cunapowm I'nitena-bappe
(OBJII)

[Tpu oXBIIT u OBII nHer
JIOCTOBEPHBIX paznuyuit
HEHPOPU3HOTIOTHIECKOM
KapTUHBI.

oXBJIl pmuarnoctupyercs B 16%

Clly4aes, o KJIMHUKO-
aHaMHECTHYECKHM u
HEHPOPU3NOTOTUIECKUM

xapakrepuctukam nogoona OBJII.
oXB/II cunenyer 3amono3puTh B
cirydae MPOrPECCUPOBAHUS
CUMIITOMOB B TedeHue Ooinee &
Henenb, Npu Haauuuu 3X u Oojee
SMM30/I0B YXYALIEHUH B TEpPHOA
Oomee & Hemenb, HECMOTPs
IIPOBOJIUMYIO aTOr€HETUYECKYIO
TEpaIuro (I, BBUI). B
muddepeHIaIbHOM JIMarHose

MOJIE3HO V31U

Ha

MOYET OBITH

nepudepruyecKkux HepBOB.

MMH ¢ 6i1okamu
MIPOBEJICHHUS

MMH
HE

IIpu
PETUCTPUPYIOTCS
xapaxrepusie st XB/II1:
® OTHOCHUTEJIBHO

C MMH
g epeHpoBaTh
MyJabTH(OKanbHbIH BapuanT XBIIT —

cleyer

cunapoM JIpronca CamHepa.

HOpMaJibHbIe mapamerpsl | [IpuHIMIManbHOE  3HAYEHHME  IIPH
nM-otBetoB 1 CPBM; cunapome Jlprouca-CamHepa wuMeeT
® VHTAKTHOCTBH HaJIM4YHue Cy6”beKTI/IBHBIX n
qyYBCTBHTEIBHBIX 00BEKTHUBHBIX YyBCTBUTEIBHBIX
HEPBHBIX BOJIOKOH. HapyLIEHUH
[Tapanporennemuueckue | Her noctoBepubix paznmuunii | AuddepeHunanbHblii JIarHo3
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JIEMHUETNHU3UPYIOIIHE
ueipornaruu (ITJJH)

HEHPOPU3NOTIOTHIECKOM

kaptuael npu  IIJIH wu
XBAII.
[Tpu I[JIH

PEruCTpUpPOBATHCS

MOTYT

OCOOEHHOCTH:

® 3HAYUTEIILHOC YBEIMYCHHE
JJaTeHTHOCTEH TM-0TBETOB

® PEIKO BBISBISIOTCS
moTtopHbie bIT u
nucriepcusi M-oTBETOB

e npusHaku Oolee rpyooro
MOpa)keHHsI aKCOHOB

paccMOTPEH OTIEIBEHO
(ITpunoxenue 1'2)

[Tapaneomnactuueckue
IIOJIMHEUPOIIaTUN

Perucrpupyrorcs HE
xapakrepssle Juist XB/II1:
® [IEPBUYHO  AKCOHAJIbHBIN
THUI ITOPAKEHHUS
nepudepuyecKix HEpBOB,
e GoJble IIOPaXKarTCs
YyBCTBUTEJIbHBIE HEPBHBIE
BOJIOKHA,
® HET COOTBETCTBUS
3JIEKTPOAUATHOCTUYECKUM
KpUTEPUAM XBII

(EAN/PNS 2021).

HacropoxxenHoctu BCJICZICTBHE
(hEeHOTUITUYECKON CXOXKECTU Tpedyer
QG epeHraIbHbII

MEXIy:

JTMarHo3
® CCHCOpPHOU XBAII u
I1apaHEOINIACTUYECKOM CEHCOPHOU
ITHIL.
BrisiBnenue AHTUHENPOHAJIBHBIX
(amtuHu, Ri, Ma2),

oOImiecomaTuyeckoe 00CleIoBaHue,

AHTHUTCII

Hajau4ve KIMHUYECKUX IIPU3HAKOB
MIOPAKEHUsI BErETaTUBHOM HEPBHOM
IHHC, nmamasie OHMI
ITIOMOTAIOT YTOYHHUTbH JTUArHO3.

CHCTEMBEI,

2) XpoHUYecKHe MOJUHEPoNaTHH MPH CHCTEMHBIX 3200JIeBAHUSX

Capkonnos Perucrpupyrorcs He | [Ipu CcapKou03e uMeercs
xapakrepusie st XB/III: COIIyTCTBYIOIAsl IATOJOTUs JETKUX,
® CUMMETPUYHOE WM | KOKM,  TlIa3;  BBIABISAETCA  HeE

aCUMMETPUYHOE tunuyHoe it XBJIII BoBieueHue
MOpakKeHUE aKCOHOB yepenHbix HepBoB U [[HC
® HET COOTBETCTBUSA
3JIEKTPOAUATHOCTUYECKUM
KpUTEPUAM XBAII
(EAN/PNS 2021)
Heiiponumdomaros ® MyIbTH(OKAIBHOE BbIABIAIOTCA HE XapakTepHbIC UL

MOpaKEHHE
nepupepudecKux HepBOB

XBAIT
PamUKYJSIPHBIA  OOJIEBOM  CHHIPOM,

HEWpONMaTUIECKUI 158051

ACUMMETPUYHOCTh  CUMIITOMAaTHKH,
conyTrcTBytomee mnopaxenue [[HC,
BoBiieueHne YH, mmumponmrapHsIii

IMJICOIMTO3 B JIMKBOPC

3) MoauneiiponaTHy NPU HAPYIIEHHH MeTA00IU3MA
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Jnabermueckas,
nedunrTapHas,
muann3Hasg ITHIT;
I[THIT 1pu
WIn

MOYEYHOU
EYEHOYHOMI
HEJIOCTAaTOYHOCTHU U T.J.

Perucrpupyrorcs
xapaktepusbie 1 XB/II:

HE
® [IEPBUYHO AKCOHAJIbHBIN
THUII MOPAKEHHUS

nepudepruyecKux HepBOB,

e QOJIBIIIEE BOBJICUEHUE
I-IyBCTBI/ITGJ'H)HBIX
BOJIOKOH;

® HET COOTBETCTBUSA

3JEKTPOIUArHOCTHUECKUM
KpUTEPUSIM XBAII

(EAN/PNS 2021).

OtmeuaroTcss HE XapakTepHble s
XBAII:

® OTATOIIEHHBIN aHaMHe3 o
COMAaTUYECKUM OOJIE3HIM
® K3MCHEHUS B aHAJIN3€ KPOBU

OMOXUMHUYECKOM
o0IIeTepaneBTHUECKOM, YPOBHSIX
BUTAMUHOB, TOMOIICTEHHA H T.II.
e OQomblee MopakeHue
YyBCTBUTEIILHBIX HEPBOB
® JUCTaJIbHAsI MBIIICYHAs CIa00CTh

® HOPMAJIBHOE COACPKAHUC Oeka B

JIMKBODE
Crnenyer OBITh HAaCTOPOXXEHHBIM B
OTHOLIEHUH XBAII,
aCCOLIMMPOBAHHOM € CaxapHbIM

quaderom. OnpenenstomumMu OyyT
pesyabTatel DHMI -uccnenosanus, a
TaKkKe HECOOTBETCTBHUE:
MPOrpeCCUPOBAHUE rpy6oro
HEBPOJIOTHYECKOTO AchULIUTAa TIPH
KOMIIEHCUPOBaHHOM YpPOBHE

TJIFOKO3BI KPOBH.

ponaTuu

AnkoroabHasi,
nexapcteeHHas IIHII u

Ap.

4) ToxkcuuecKue MOJTUHEN
® [IEPBUYHO AKCOHAJIbHBIN
THUII MTOPaKEHUS

nepuQepruyecKkux HepBOB,

e Qobliiee BOBJICUEHUE
YYBCTBUTCIIbHBIX
BOJIOKOH;

e B MOJIABJISIOIEM
OO0JIBIINHCTBE ClIly4yaes
HET COOTBETCTBUS

3JEKTPOATarHOCTHYECKUM
KpUTEPUAM XBAII
(EAN/PNS 2021), omnako
IIpM  aMUOJIAPOHOBOM U

JIpyTUX
MHAYLUPOBAHHBIX

JIEKapCTBEHHO-
ITHII
BO3MOXHO HEIOJIHOE

COOTBETCTBHC

OTMeuaroTcss HE XapakTepHbIE s

XBAII:

e OoJbllee MOpaXeHHe
qyBCTBUTEIIHHBIX HEPBOB

® JHUCTAaJIbHAas1 MbIIIICYHAA ci1ad0CTh

e HOpMaJbHOE COZEpKaHHe Oellka B
JIMKBOPE

® 3MEHEHHE NapaMeTpOB aHajH3a
KpPOBHU
o0meTepaneBTUIECKOro

OMOXUMHUYECKOTO

5) HacsiencTBeHHbBIE HeliponaTuu

Hacnencreennas
MOTOPHO-CEHCOPHAas
Heliponatus 1 Tuna

Her
HENpOo(U3HNOTOTHIECKUX
pazmuuuii npu HMCH 1 n

AOCTOBCPHBIX

OTMC‘-IaIOTCH HC XapakTCpHbIC IJId
XBJIIT:
® 3aMCIJICHHOC
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(HMCH 1 Tuna)

XBAII.
I[Ipu HMCH 1 moryT OBITH
CJIEAYIONIHEe 0COOCHHOCTH:

® 3HAYUTEIILHOE YBEIMYCHUE
JaTeHTHOCTEH M-
OTBCTOB U CHIDKCHUE
CPBMm

® PEIKO PETUCTPUPYIOTCS
MotopHsble bII, nucnepcus
MOTOPHBIX OTBETOB

"moOpoKkauyecTBEHHOE" TECUCHUE
® OTATONICHHBIN CEMCHHBIN
aHaMHE3
® KOCTHO-CyCTaBHbIE Jie(hopMaIiu
® JIUCTAJbHBIA MATTEPH MbIICYHON
ciaboct

® HOPMAJIBHOE COACPKAHUC Oeka B

JUKBOpE
® OTCYTCTBHUE OTBeTa Wi
yXyJIIEeHHe Tpu  TMPOBEACHUU

MaTOTEHETHUYECKOH Tepanuu
Onpenensomumu  OyayT SBISIOTCS
pe3yNbTaThl MOJIEKYJISIPHO-

IT'CHCTHYCCKOI'O O6CJI€[[OBaHH$I

Hacnencreennas Perucrpupyrorcs He | OTMeUaloTCs HE XapakTepHbIC IS
HEWpomaTus co | xapakrepubie Juist XB/II: XBAII:
CKJIOHHOCTBIO K | ® OJJOKM TIPOBEICHHS B | ® OTATOIICHHBIN ceMenHbBIN
napajinyam oT TUITAYHBIX JUTA aHaMHeE3
cnasnenus (HHCIIC) HEBPAJIbHOM KOMIIPECCUH | ® 4yacTO Ae0IOT HEBPOJIOTUYECKHX
MecTax (Ha YPOBHE HApYyWEHUA TMOCJI€ JIUTEIbHOIO
TYHHeJeN) IpeObIBaHMS B CTATUYECKHUX 033X
AN pH HE3HAYUTEIIbHBIX
TpaBMax
® ACHMMETPUS CUMIITOMOB
® COXPaHHOCTb CYXO0XKHUIIBHBIX
pediiekcoB
TpaHcTupeTHHOBAsA e IIEPBUYHO  aKCOHaIbHBINA | OTMEUAIOTCA HE XapaKTEpHBIC JUIS
CceMelHas aMMIIOUJHAs |  XapakTep nopaxkenust | XBJII neliponatnueckuii  6051€BOM
MOJIMHEWPOIAaTH nepudepruueCcKUX HEPBOB, | CHHIPOM, CHMIITOMBI aBTOHOMHOM
® HET COOTBeTCTBUS | AMCOYHKIINY, TIOpAKEHUE CEPALa,
snexrpoauarsoctudeckum | JKKT, modek, rias, pe3koe CHUKECHNe
KpPUTEPUIM XBII | Macchl Te€Ia
(EAN/PNS 2021)
Ipumeuanue: oXBJIl — xpoHuueckass BOCHANUTENIbHAs AEMUECIUHU3HPYIOWAS MOJUPAAUKYyIOHEHponaTuu ¢
octpeiM HauanoMm; OBJII — octpas BocnanuTenpHass AEeMUEIUHH3UpYMOIas noiauHedponatus; MMH —

yinbTH(OKaIbHAs MOTOpHast HeliponaTust; BI1 — 610k npoBenenuns; M-orBer — MoTopHbIi oTBeT; CPBM — ckopocTh
pacnpocTpaHeHns BO30YKICHHS TI0 MOTOPHBIM BOJIOKHAM.
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Ipuioxkenue b. Airopurm AeiicTBHH Bpaya

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

CooTtBeTcTBHE
KIIMHAYECKUM U
AIIEKTPOAMATHOCTHYECKUM

JA kpurepusam XBJIIT HET
EAN/PNS 2021
Juarnoctuka, uckmouenue XB/II-mogo6HbIx JlnarHocTyka, MCKJIIOUEHUE NPYTUuX MPUUUH
NOJIMHEUpOnaTuil HEBPOJIOTMYECKUX HapyIICHUN
l A
XBJII

MOJTBEPKICHA
IMaTorenernueckas tepanus 1 1uHUK H

(TK, BBUT, [1d); er adexra

A 4

peadunmuTaIys

TTosoxxuTeabHbIN
addekt, pemuccust

ITaToreneruueckas Tepanusi BTOPOH JIMHUU

\ 4

JlucniancepHoe HAOIIOIEHUE;
peabumuTanus

O6octpenue
3a00JIEBaHUS

JucnancepHoe HaOJIOIEHUE;
peabwnuranus
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Mpunoxenue B. Undopmauus 1/ manueHra

OnpenejeHne ¥ JMHIEMHUOJI0THS

XpoHHuecKkasi BOCHAJIMTENbHAs AEMUEIMHU3UpPYIOLAs nojaupanukynoHerponarus (XB/III) —
penkoe xpoHudeckoe 3aboneBanue mnepudepudeckux HepBoB. PacmpoctpanenHocts XB/IIT B
Mupe coctaBisieT B cpeaHeMm 8-9 cmywaeB Ha 100.000 yenoBek. Myk4uHBI OOJCIOT dHaIle
keHnuH. PasBuBatbess XBJIII moxker B J1r0O0OM BoO3pacTe, OJHAKO IHK 3a00J1€BaeMOCTH
NPUXOMTCS Ha TPyAOCnocoOHbIN Bo3pact (40-50 ser).

ITHOJIOTHS

B ocHoBe 0one3HM IIeKUT HApyLIEHHE MMMYHHOrO OTBeTa. MIMMyHHas cucTeMa MalueHTa
OIIMOOYHO TMOpPa)KaeT MHEITUHOBYIO OO0OJIOYKY COOCTBEHHBIX Nepuepuueckux HEpPBOB, B
pe3yabpTaTe 4yero (yHKIMS WX HAPYHIACTCs, YTO MPOSIBISIETCS MOTEPEH UyBCTBUTEIBHOCTH U
CUJIBl B pyKax M Horax. TouHas Ipu4uHa, 3allyCKarolas HMMYHHBIN oTBeT U pazsutue XB/II,
o cux mop He ycraHoBieHa. XBJIII — HeHaciencTBeHHOE M HE KOHTarno3Hoe 3abosieBaHuUE.
YeTkHX MpOBOKATOPOB U (PAKTOPOB pUCKA pa3BUTHS OOJNIE3HU HET.

Kananyeckasi kKapTuHa

CHUMIITOMBI Pa3BUBAIOTCSI MEIUICHHO, B TeUeHUE Oosiee 2 MecsiieB. 3a0oaeBaHue, KaK MPaBUIIO,

HAUMHAETCs CO CTON U PACHPOCTPAHSIOTCS MO BOCXOJALIEMY THITy Ha Oelpa, TyJOBHIIE U PYKH.

Mplmnbsl Juna U KU3HEHHO-BaXKHbIE (YHKUMHU (IbIXaHHWE) BOBJIEKarOTCS penko. CHUMITOMBI

XBJII o0ObuHO TpencTaBiIeHbl OTHOCUTEIBHO CUMMETPUYHBIM MOpPAXEHHEM KOHEYHOCTEW U

BKJIIOYAIOT:

e cnaboCTh B HOTAaxX M pyKax, CHU)KEHUE TOHYCa MBIIIII;

® HapylICHHUE NIOXOJKH; HEyCTOMYMBOCTh U HAapYLIECHHE KOOPAUHALIMY JBUKCHUI;

® CHI)KEHUE YyBCTBUTEIBHOCTH, OHEMEHHNE WM TIOKAJIBIBAHUE B KUCTSIX U CTOIAX.

BosneBoii cunpoM He xapakTepeH. TeueHne 6071e3HN MOXKET ObITh BapuaOeIbHbIM:

e y OOJBIIMHCTBA MAIIMEHTOB CIy4alOTCS PELUUAMBHI O0JIe3HU; TpeOyeTcs MOAIepKUBAIOIIAsT
Tepanus;

® B HEKOTOPBIX CIIy4asX IpH IMEPBUYHON TEpANUU yNAETCs AOCTHUYb CTOMKOM JIMTEIbHOU
(Oonpure 1 roga) pemuccuy;

® CIMHUYHBIE CIy4dau OTJIMYAIOTCA PE3UCTEHTHOCTBIO K HCIOJIB3YEMBIM METOJAM JIEYEHUS U
00JIe3Hb MMPOTPECCUPYET.

Junarsocruka

Jis mocranoBku auarHoza XB/III, Bpau TiiarenbHO U3ydaeT UCTOPUIO 3a00JI€BaHMsI, TPOBOAUT

OCMOTp M HAa3HAYAET JIOTOJIHUTENbHBIE METO bl 00CIIEIOBAHUS:

e 0o0mWMii (KTUHUYECKHIA) aHAIU3 KPOBU U MOYH;
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e DOHMI — BbICOKOMH(OPMATHBHBIN WHCTPYMEHTAIBHBIA METOJ] MUCCICIOBAaHUS (YHKIIMH
nepupepuIecKux HEpBOB.

BaxxHo B X0/i¢ TMarHOCTUKU UCKIIOYUTH UHbIC 0OJIE3HU HEPBHOW CHUCTEMbI U MOJIMHEUPONATUU

JIPyroro reHes3a, KoTopble mporekaroT moxa 'mackor XBJIII. Eciu B xoje BbIlle yKa3aHHBIX

METO/I0B 00CIIeZIOBaHUSI YCTAHOBUTH JIMArHO3 HE YAaJoCh, Ha3HAYAIOTCA OoJjiee yriayOJeHHBIE

o0cienoBaHus:

e yinpTpa3BykoBoe uccienosanue (Y3W) nepudepudeckux HEPBOB U CIJICTEHUH;
® MarHuTHO-pe3oHaHcHas Tomorpadus (MPT) HEpBHBIX CIUICTCHHIA;

® CIMHHOMO3IrOBasl yHKIIUS;

e OuoICHUs UKPOHOXKHOTO HEpBa.

OxonuarensHbiid Auarno3 "XBJII1" ycranaBauBaeTCsl HA OCHOBAHUU KPUTEPHEB, MPEITI0KEHHBIX

EBponeiickoii peneparnueii HeBponorndeckux coodmects B 2010 r.

Jleuenue

Jleuenune nanHoro 3abosieBaHus TpeOyeT KOMIUIEKCHOTO TIOJAXOJa U COCTOMT Kak U3

MEAMKAMEHTO3HOM, TaK M HEMEAMKAaMEHTO3HOW Tepanuu (pu3udeckass U MCUXOJOTHYECKas

peadbunurarus). s XBJIII pa3zpaborana maToreHeTHyeckas Tepamusi — JICUEHUE, KOTOPOe

HaIpaBJIEHO Ha TO, YTOObl KOHTPOJMPOBaTh NATOJOTMYECKYIO HMMYHHYIO  aTaky.

[TaToreneTnueckas Tepanus BKJIIOYAET TPU OCHOBHBIX METOJA:

o [moxokopmuxouowt (I'K) HazHauarotcs B Gopme Tabnetok u/wnu uHy3uid. JITUTETBHOCTD
IIpYE€Ma U BEIMYMHA O3Bl 3aBUCAT OT TSKECTH CUMITOMATUKHU. HecMoTps Ha JoKa3zaHHYIO
3 PEKTUBHOCTb U OTHOCHUTEJIBHO HU3KYIO CTOMMOCTh, jeueHue 'K compsikeHo ¢ psigom
10OOYHBIX SIBJIEHUH, YaCTOTa U BBIPAXXKEHHOCTh KOTOPBIX MHIMBUyalIbHA — YBEJIMYEHHUE Beca,
TOIIHOTA, OECCOHHMIIA, Pa3/IPakKUTEIbHOCTh, 0OOCTPEHUE SI3BEHHOM OOJIE3HU, MOBBIILIEHUE
udp apTepUaTbHOIO JIABJIEHUS U YPOBHS caxapa KpOBH, CHW)KEHHME IJIOTHOCTH KOCTHOM
TKaHU (OCTEONEHUs, OCTEOmopo3) M Jp. Tpedyercss peryyispHbIi MOHUTOPUHT U
CBOEBpEMEHHas MPO(PUIAKTUKY Pa3BUTHUS TOOOUHBIX AP(HEKTOB Tepanuu.

e [Ipenapamoi BHYMPUBEHHO20 4e108e4ecK020 UMMYHO2N00YIUHA (BBUT) -
BbICOKOA((eKTUBHBI U Oe3omacHbl. JleueHue 3akirodaeTcsi B €XKEMECSUYHOM KypCOBOM
BHYTPMBEHHOM BBEICHHM Ipenapara. B nanbHeleM 4actoTa BHYTPUBEHHOTO BBEICHUS
UMMYHOTJIOOYJIMHA 4YeJIOBEKa HOPMAaJIbHOTO MOJKET BapbHpPOBAaTh B 3aBUCHUMOCTH OT €ro
s pexTUBHOCTH. BaxkHO NpaBUiIbHO BRIOpATh npenapar - ais jedenuss XB/III ucnonb3yrores
toibko BBUI, copepxamue wmmyHornoOynuH 1gG 95%. Ilepen HavaiaoMm JiedeHHS
HeoOxoauMo oOcienoBaHue Ha cojaepxkaHue IJA B KpOBH, YTO MO3BOJUTH CHU3HUTH PHUCK

pa3BuTHs moOouHbIX 3¢ dexroB BBUI.
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® Buicokoobvemmusili naasmagepes MPEACTaBIIeT co00M Mpoueaypy YAaJeHUS W3 IJIa3Mbl

KpOBU MAaTOTEHHBIX AHTUTEN M BOCIOJIHEHHE €€ CTEePWIbHBIMH PACTBOPAMU, OETKOBBIMU

pacTBOpamMu W/WIHM TIOHOpPCKoM iasmoi. [Iponenypa Bkimtodaer ot 3 10 5 ceancos. Dddexr

OT JIeYeHUs coxpaHsieTcst He Oonblie 2 - 4 Henenb. Takoil cnocod Tepanuu He UCIOIb3yeTcs

JUIS  JUTATEJIBHOTO JICUCHHUS, a TMOJIE3CH B CIy4ae CTPEMHUTEIBHOIO W/WIK TSKEIOTO

obocTpeHusi, nTUOO B KadyeCcTBE JOMOJHUTEILHOTO METOJa JICYCHUS K OCHOBHOMY

(TTTFOKOKOPTUKOMIBI U JIP.).

Y HEKOTOpBhIX OOJBHBIX, HECMOTPS HAa CBOEBPEMEHHO HA3HAYEHHOE aJeKBATHOE JICUCHUE,

3a00JI€BaHUEe MOXET NPOrpeccUpoBaTh M HE IMOJAAaBaThCS KOHTPOIO. B Takux ciydasx
HA3HAYAIOTCS HMMMYHOJCIPECcCanThl (MUKO(peHosiaTa Mo(eTHs, a3aTHONpPHH, ITUKIOCIOPHH,
nukiIodochaMu U Ip.) WK IpernapaT MOHOKJIOHAIBHBIX aHTUTEN (PUTYyKCUMAaO).
Hu oauH M3 W3BECTHBIX Ha CEroAHSAIIHUN JIeHb mnpenaparoB He wusieuuBaer XBJIII, HO
MO3BOJIIET CHU3HUTh AKTUBHOCTh OOJE3HU, NPEAYNPEAUTh IAIbHEUIee YXYIIICHHE WU
o0octpenue. Kaxnapiii cnocod JiedeHMsT HMMEET CBOM IUIIOCBI M MHHYCBI, KOTOpbIE
00roBapHBalOTCS C BpA4OM, YUUTHIBAsI BCE OCOOCHHOCTH CITydasi.

O01e peKOMEeHIAIMHT

e li30erarh 4pe3MEpPHBIX IMOIMOHAIBHBIX U (PU3NICCKUX HATPY30K, COOIIOIATh PEXKUM TPYIa
U OT/IbIXQ;

e Hconsius U TEIIOBbIE MPOIEAYPHI TOJDKHBI OBITh JO3UPOBAHBI,

e OrpaHu4uTh MPUEM AJTKOTOJIS U JHOOBIX JPYTUX HEUPOTOKCHUYECKUX TPEMapaToB;

e CoOmoaTh Ha3HAUYCHUS Bpadya-HEeBPOJIOTa;

o [IpunepxuBaThCs MPUHIIUIIOB HEMPEPHIBHON peaOUIUTAIUH.

[IponoikutenbHOCTh kU3HU nanueHToB ¢ XB/III He oTnuyaercs OT TakOBOW y JIIOJEH, HE

UMEIOIINX JaHHOTO 3aboneBanue. KpaifHe BaKHBIM I MPOTHO3a SIBISIETCS CBOEBPEMEHHOE

Ha3HAa4YeHWe  JIEYCHMs, TIHIATeTbHOE  HaOMIOJeHMEe 3a  MalueHToM ©u  d(dexTom

MIPOBOJIMMOM TEPAIHH.
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Ipunoxenne I'1-I'N. IlIkanbl oieHKH, BONPOCHUKYU U APYyrue OLleHOYHbIE
HHCTPYMEHTbI COCTOSIHUSA NALMEHTAa, IPUBEACHHbIC B KJIMHHYECKUX
PEKOMEHIAMUAX

Ipunoxenne I'l. CymmapHasi mikaJjia OleHKH MbILIEYHOH CHJIbI KOMUTETA

MEAUIUHCKHUX I/ICCJIeIlOBaHI/Iﬁ

Ha3Banue Ha PYCCKOM S3BIKE: CyMMapHaH IKaJla OLICHKHU MBIIIEYHOH CHJIBI KOMUTETA
MEIUITMHCKUX MCCIICOOBAHMI.
OpurnnaabHoe HazBanue. Medical Research Council sum score (MRCss)

Hcrounnk  (odunumanbHbli  callT  pa3pabOTYMKOB, MyOJMKanus C  Bajujaanuei):
https://www.researchgate.net/profile/Martin_Posch/publication/23484750 Reliability_and Valid
ity _of the Medical _Research_Council MRC_Scale_and_a Modified_Scale for Testing Musc
le_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 (Mog4epKHyTH):

- HIKaJjla OUCHKN

- HHACKC

- BOIIPOCHUK

- Ipyroe (yTOYHUTB).

Ha3HauyeHue: OLleHKA CUJIbI TECTUPYEMBIX MBIIII] HA MOMEHT OCMOTpA.

Conep:xanue (11abioH): cUja TECTUPYEMBIX TPYMN MBI OIeHUBaeTca B Oammax ot 0
(OTCyTCTBHE COKpAIIEHHS MBIIIIBI) 10 5 (HOpMa).

Koy (nHTepnperanys): yem Bbllle Oa, TeM BBIIIE CHjIa MBI, cyMMa 0ayioB 0 (MUHUMYM)

COOTBETCTBYET TeTpaIjieruy; cymma 6amioB 60 (MakCUMyM) COOTBETCTBYET HOPME.

CyMMapHaﬂ IIKAJIA OLeHKH MbIIIEYHO! CHJIbI KOMHTETA MeANIMHCKHX MCCIeT0BAHMMI

bana XapakrepucTuka
5 Hopwmanbhas cuna
4 B03MOXHOCTh aKTUBHOTO JBHMKCHUS TPOTUB CHIIBI TSKECTH U TPOTHB BHEIIHETO
COTPOTHUBIICHUS
3 B03MOXHOCTh aKTUBHOTO JIBHKEHUS TPOTUB CUITBI TSKECTH
2 B03MOXHOCTh aKTUBHOTO JIBHYKEHUS TIPU OTCYTCTBHH CHJIBI TSKECTH
1 Hamék Ha cokpaiienue (erne 3aMeTHOe)
0 CoxkpalieHre MBIl OTCYTCTBYET
IIpoBoauTCsl OLEHKA CHJIbI 6 MBIIIEYHBIX IPYNII C ABYX CTOPOH:
TecTupyemasi rpynna Mol banasbl cnpasa Bbanawl cieBa
MEBIIIIIBI-OTBOISIIHE IIIIEY0 0-5 0-5
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Mp1mpi-crudaTenu nIpeariedbs 0-5 0-5
MpIpI-pa3rudarenu KUCTH 0-5 0-5
Mprmmpi-crudarenu 6enpa 0-5 0-5
MBplminbI-pa3rudaTeny rojJeHu 0-5 0-5
MBpInbI-qopcanbHble CTHOATENN CTOIIBI 0-5 0-5

Hpunoxenue I'2. [llkana «ITHoI0THSA U JIedHeHHEe BOCTAJTINTEIbHOMN

HellponaTumw»

Ha3Banue Ha pycCKOM si3bIKe: IIKaja « ITUOJIOTHS U JICUEHUE BOCHIAIUTEIBHON HEUPOIAaTUN.
OpurunnaabHoe HazBanue: Inflammatory Neuropathy Cause and Treatment (INCAT)
Hcrounuk (odpunuansHbiii cCalT pa3pabOTIYMKOB, MyOIHUKALUS C BaJTHAIUEH ):
1) https://n.neurology.org/content/54/4/943
2) https://nmb.abvpress.ru/jour/article/view/466/307
Tun (moaYepKHyTh):
- [IKaja OI[CHKU
- UHJIEKC
- BOIPOCHUK
- Ipyroe (YTOYHUTB).
Ha3na4yenue: oIleHKA CTENEHW WHBAIMIMU3AIUU Y OOJIBHBIX XPOHUYECKOW BOCHAIMTEIBHON
JIEMHUEIIMHU3UPYIOLIEN MOJTUHEUPOITATHEN.
Conepxxanue (mradmon): I[llkana waBammmm3ammu INCAT mo3BossieT OLIEGHWBATH CTEIICHD
OTpaHWYEHUS AKTUBHOCTH Ha OCHOBAHMHM CEPUU BOIPOCOB, KOTOpPHIC 3aJAIOTCS BpauoM
naruedty. OlleHKa HapylIeHWH B pyKax M HoOrax ompenenserca B Oammax or 0 mo 5 Ha
OCHOBaHHUU BbIOOpA MAIMEHTOM CTETIEHU HAPYIICHHUS .
Kurou (uHTepnperanus): cymma 0ajioB Mo HapyIISHUSIM BEPXHUX U HIDKHUX KOHEYHOCTEH.
Orenka B 6amiax A BEpXHUX KOHEYHOCTEH:
e 0 — HapymieHHe OTCYyTCTBYET;
e 1 — cumnTOMBI B OJHOM MM O0EMX pyKaxX, HE BIIMSIONIME HA BBHITIOJHEHUE JIFOOOTO W3
CIENYIOMMUX JCHCTBUMN: 3aCTETMBAHUE BCEX MOJIHMM W TYTOBUI[, MBIThE TOJOBBI WIH
pacyechblBaHUE BOJIOC; OJHOBPEMEHHOE MCMOJb30BaHUE HOXKA M BWJIKU; Mepeada MEIKHX
MOHET;
e 2 — CUMITOMBI B OJHOW WJIH 00X pyKaxX, HapyIIArOIIHe BBHITIOJHEHUE KAKOTO-ITH00 W3
MIePEUMCIICHHBIX IEUCTBHM, HO HE TIPETISITCTBYIOIIUE €r0 BHITIOJHEHUIO;
e 3 — CHMIITOMBI B OJIHOW HJIM O0EHX PYKax, MPEMATCTBYIOIINE BBHITOJIHEHUIO OJTHOTO HITH
JIBYX W3 TIEPEUUCIIEHHBIX ICUCTBUI;
e 4 — cUMITOMBI B OJHOW WM 00EUX pyKaxX, MPEMSTCTBYIONINE BHITIOTHEHUIO TPEX WU
BCEX M3 MEPEUUCIICHHBIX JEHCTBUI;
e 5 — coBepllIeHHUE IIeNICHANIPABICHHBIX IBIKCHUN PyKaMHU HEBO3MOKHO.
Orenka B 6amnax AJisi HUKHUX KOHEUHOCTEH:
e 0—xoxapba He HapyIIeHa;
e 1 -—xonp0a HapyIIeHa, BO3BMOXXHO CAMOCTOSITEIILHOE MEPEIBIKEHNE BHE TTOMEIICHNS,
e 2 — g XOAp0bl BHE MOMEIIEHUS HEOOXOAMMO HCIOI30BaTh OJIHOCTOPOHHIOK OMOPY
(TpOCTh, KOCTBITB, IOIJIEPKKY APYTOTO YETOBEKA);
e 3 — s X0AbOBI BHE MMOMEIIEHUST HE00X0JUMO HCIOJIb30BaTh ABYCTOPOHHIOKO OOy (1BE
TPOCTH, KOCTBUIU, TOJJEPHKKY JIBYX YEJIOBEK);
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e 4 — nnug mepenBHKEHUS BHE IMOMEIICHHS HEOOXOJMMO HCIONIb30BaTh HHBAIMIHOE
KpEcJo; MPU 3TOM COXPAHSETCS CIOCOOHOCTh BCTaBaTh M J€NaTh HECKOJBKO IIArOB C
IIOCTOPOHHEN IIOMOIIBIO;

e 5 — mepeaBUKEHHE B MHBAJIMIHOM Kpeciie; MalUeHT He CIOCOOEH BCTaBaTh U CHAENaTh
HECKOJIBKO I1aroB C IOCTOPOHHEN TOMOIIbIO.

HIkana «9THOJI0THS U JIeYeHHe BOCTIAJIUTEIbHON HelponaTumn»

Hapyumenne pyHKIUHM BEPXHUX KOHEYHOCTEH

1. Umerotcsa mm Yy nanucHTa KaKue-I1100 CUMIITOMEI B PYKax, HAIIPpUMCEP, MMOKAJILIBAHUC,

OHEMeHHE, 00JIb UK C1a00CTh?

Ha o

Her (ecnu Her, nepeiiaute k pa3zaeny «Hapymienue

(GYHKIIMM HUKHUX KOHEYHOCTEN») O

2. BeiOepute oMH BapUaHT OTBETa B KAXKJOU CTPOKE:

[eticTBue He Hapyueno, HeBo3moxHO

HApyUICHO | HO BO3MOKHO

3acTeruBaHue BCEX MOJIHUN U ITyTOBHII

MBEIThE TOJIOBBI UITH pacdCChiBaHHUEC BOJIOC

O,Z[HOBpCMeHHOC HCIIOJB30BaHUC HOXA U BUJIKH

ITepenaua MEIKUX MOHET

Hapymenne pyHKIUM HUKHUX KOHEYHOCTEH

1. Hapymiena nu y nmanuenTa noxojaka?

Ha o

Her O

2. BeiOepuTe 0MH BapUaHT OTBETA B KaXKJJOU CTPOKeE:

Bomnpoc Ha Her Henprumennmo

Kak nanueHT nepemerniaercs no yiuue?

1. be3 noaepxku (CaMOCTOSITENIBHO).

2. C ogHOM TPOCTHIO WJIM OJHUM KOCTBUIEM WJIH C
OMOpOH Ha YBIO-TO PYKY.

3. C 1ByMs TPOCTSIMH WJIM KOCTBUISIMHU HJTH C
OJTHOW TPOCTBIO WJIM OJTHUM KOCTBUIEM M OTIOPOI
Ha YBIO-TO PYKY WJIH C XOyHKaMH.

4. Ha uHBaNMIHOM Kpecie

Ecan ManuCHT UCIOJIb3YCT MHBAJIMIHOC KPECJIO,
MOXKCT JIM OH BCTaTb U HpOfITI/I HCCKOJIBKO IIaroB

C IIOMOIILI0 OJHOI'O YEJIOBEKA
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IIpunoxenue I'3. [lIkana oueHKH cTeneHy HEBPONATHYECKUX HAPYIIEHU I

Ha3Banmue Ha pycckoM si3bike: [lIkana olleHKH cTEIeHN HEBPONMATHYECKUX HAPYIICHUN
OpurnnaabHoe Hazpanue: Neuropathy Impairment Score (NIS)

HcTounuk (opuIuanbHbIA CAUT pa3padOTUYNKOB, IyOJIMKAIUS C BaJTUIAIuEH ):
https://onlinelibrary.wiley.com/doi/10.1002/ana.410080608

OdunuanpHas BaTMIUpOBAHHAS BEPCUS, TyOIMKAIUS B TIEYaTH

Tun (moa4epKHyTh):

- [IKaJIa OIICHKH

- UHJIEKC

- BOIIPOCHUK

- Ipyroe (yTOYHUTB).

Ha3nauyeHme: mnpoBecTH OOIIYH OIICGHKY HEBPONATUYECKOTO NePHIMTA, a TaKXKE OILCHKY
OTJICBHBIX TTAPAMETPOB: YEPEITHBIC HEPBBI, MBIIICYHAS CJIA00CTh, PEIICKCH U YyBCTBUTCIHHBIC
HapylieHus. HapymeHwsl BBISBISIOTCS TIPH  HEBPOJOTHYCCKOM OCMOTpE, TPH KOTOPOM
MIPOBOJIUTCS OIICHKA BCEX ATHUX (PYHKITUH.

Conep:xanue (mabnon): Illkana waBamuau3anuu NIS 103BOJSET OLIGHUBATh BBIPAKEHHOCTH
HEBPOIMATUYECKUX HAPYIICHWH MO CPaBHEHHUIO C HOPMOW B 3aBHCHMOCTH OT METOJa OIICHKH,
JIOKJTM3alli|, BO3pacTa, Mojia, pocTa, Macchl Tena u ¢usndeckoi Gopmel. OrieHKa HapyIICHAN
ompezenseTcs B 0Oaiax Ha OCHOBAaHWUHU PE3YyJIbTaTOB HEBPOJOTHYECKOrOo ocMoTpa. OreHka
TaKTUJILHOU, 00JIEBOM M BUOPAIMOHHON YYBCTBUTEIBHOCTH MPOBOJUTCS Ha THUIBHOW CTOPOHE
JTUCTANbHOM (paaHTM yKa3aTeabHOro Majblla PYKH M OONBIIOrO Majiblla HOTM B OOJACTH
OKOJIOHOTTEBOTO  BajiMKa. TaKTHJIbHAS YYyBCTBUTEIBHOCTh OIEGHUBACTCS TIPH ITOMOIIH
MIPUKOCHOBEHUS JUTMHHBIM BOJIOKHOM Batbl. OlleHka O0JICBOH YyBCTBUTECIBHOCTH — TIPH
NoMOIIHM ykona Urinoi. OleHka BHOPAIMOHHON YYBCTBUTENBHOCTU TPOBOJIUTCS C TMOMOIIBIO
kamepToHa 165 T'm. OmeHka CycTaBHOTO YyBCTBa MPOBOJUTCS TPU COBEPIICHUM JBUKCHHUS
JUCTATLHOM (paJlaHTH yKa3aTeTbHOTO MaIbIla PYKH B OOJIBIIIOTO MaIbIIa HOT.

Kurou (uaTepnperanus):

OueHKa MBIIIEYHONM CHJIBI

0 = HOopMa 3,25 = IBUXKEHUE C MPEOJOJICHUEM CHIIBI TKECTH
1 = camxenne Ha 25% 3,5 = nBmwxeHue 0€3 MPEOT0JICHUS CUITBI TSHIKECTH
2 = cumxkenune Ha 50% 3,75 = cokpaliieHue MBI 0e3 ABUKECHUS

3 = camxkenne Ha 75% 4 = mapanu4

Ounenka peduexcon

0 = HopMma; | = cHM)KEHUE; 2 = OTCYTCTBHE
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Ouemca YYBCTBUTCJIBbHOCTH

0 = HopMa; 1 = cHMKEeHUE; 2 = OTCYTCTBHUE

[Tarimentam B Bo3pacte 50-69 et npu BhISBICHUN CHHYKEHHS aXWIJUIOBBIX pediiekcoB ctaBuTcs 0
6amioB, pu ux orcyrcTBuH — | Oamn. [larmentam B Bo3pacte crapiue 70 JIeT Ipu OTCYTCTBUU
axXuIIIoBbIX pediekcos ctaBurcs 0 6amios.

Ixkana oneHKN cTeneHn HeBponaTuyeckux Hapymenuii NIS

IIpaBasi cropona JleBasi cropoHa
UepenHble HEPBHI -1 0 1 2 31325|35]| 4 - 0 1 2 31325]|35
Il mapa HepBOB ol o | o] o] o o o o|lo|lo|]o]| o] o o o
VI napa HepBOB ol o | o] o] o o o o|lo|lo|]o]| o] o o o
CnabocTe MUMHUYECKUX
ol o | o] o] o o o|lo|lo|o]|o]|o]o o o
MBI
CmaboCcTh MBIIII]
ol o | o] o] o o o|lo|lo|o|o]|o]o o o
MSITKOTO Heba
CnaboCTh MBIIIIL SI3bIKA | © | © | O | © | © o o|lo|lo|o]|o]|o]o o o

Cymma 06a/1j10B B

pa3nene
MeImieyHasi ¢j1adocThb
JlpIxaTeapHble MLl | © | © | o | o | © o o ol ol o] o]| o] o o o
Crubanue meu ol o | o] o] o o o ol ol o] o]| o] o o o
OT1Benenue mieya ol o | o] o] o o o ol ol o] o]| o] o o o
Crubanue B JOKTEBOM
(@] (@] (@] (@] O O O O O O O (@] (@] (@] (@]
cycraBe
[IneyenyueBas Mpimma | © | O o o o o o o o o o o o) o) o)
Pasrubanue B
(@] (@] (@] (@] O O O O O O O (@] (@] (@] (@]
JIOKTEBOM CYCTaBe
Crubanue 3aIscThs ol o | o] o] o o o ol ol o] o]| o] o o o
Pazrubanme 3amsictest | 0| © | o | o | © o o ol ol o] o]| o] o o o
Crubanue manpleB pyk [0 | o | o | o | o o o ol o|lol|o]| o] o o o
PasBenenue manpLes
O O O O O O O O O O O O O O O
pyK
OTtBeneHne 00IBIIOro
(@] (@] (@] (@] O O O O O O O (@] (@] (@] (@]
aJjbla
CymMma 06a/1j10B B
pasznene
Crubanue 6enpa ol o | o] o] o o o o|lo|l o]l o] ol o o o
Paszrubanwue Genpa ol o | o] o] o o o o|lo|l o]l o] ol o o o
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Crubanue B KOJIEHHOM
O O O O O O O O
cycraBe
Pasrubaunue B
o o o o ol| o | o o
KOJICHHOM CYCTaBe
TruibHOE crudanue
o o o o ol| o | o o
CTOIIBI
ITomomBeHnHOE
o o o o ol| o| o o
cru0aHue CTOIbI
Pasrubanne maneies
o o o o ol| o| o o
HOT
Crubanue najabLeB HOT o o o o ol| o | o o

Cymma 0auioB B

paszene
Ouenka peduiekcon
IIpaBasi cropoHa JleBasi cropoHa
Pedmekcer 0 1 2 0 1
C Ourerica rureya o o o o o
C Tpurernca mieya o o o o o
C miedeny4eBoit
@) O O @) O
MBI bBI
C xBagpuiierica 6enpa o o o o o
AxuinoB pediexc o o o o o

Cymma 6amioB B

pa3nene
OuneHka 4YyBCTBUTEJIBLHOCTH
IIpaBasi ctopoHa JleBasi cropoHa
YyBCTBUTENBHOCTD —
yKa3aTeIbHBIN Tajer] 0 1 2 0 1
pPyKH
TakTtunpHast o o o o o
Boneas o o o o o
Bubpanuonnas o o o o o
CycTaBHO-MBITIIEYHOE
o o) o) o o
9yBCTBO
YyBCTBUTENBHOCTD —
0 1 2 0 1
0O0JIBIIION Maer HoTH
TakTuibHas o o o o o
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Bonesas o) o) o) o) o) o o o

Bubpanuonnas o o o o o o o o

Cy'CTaBHO-MI)IHIe‘IHOG

YYBCTBO

CymmMa 6an1710B B

pa3nese

Ipunoxenne I'4. lllkana oueHKN HHBATUAM3ANMH NAIHEHTOB ¢ CHHAPOMOM
I'mitiena-bappe, XpoHHYECKOH BOCIIAJTIUTEbHON 1eMHECJIUHUHPYIOLIEH
MOJTMHEHPONATHEH M MOJTMHEHPONIaTHEH, ACCOUMUPOBAHHOM €
MOHOKJIOHAJILHON raMManaTue HesiCHOI'0 3HAYeHH s

Ha3zBanmne Ha pycckom si3bike: Illkana OlleHKM MHBalIMIM3alMU NAIMEHTOB C CUHAPOMOM
I'mitena-bappe, XpOHMYECKOM BOCHAIUTEIBHON JIEMHUEIMHU3UPYIOIIECH IOJIMHEWpoOnaTuen u
NOJIMHENpONaTUEN, aCCOLIMUPOBAHHOM C MOHOKJIOHAJIBHOM raMManaThed HeICHOTO 3HAYEHHUS .
Opurunanabhoe Hazsanue: Inflammatory Rasch-built Overall Disability Scale (I-RODS)
Hcrounnk (opuumanbHblii caiiT pa3pabOTYUKOB, ITyOIMKaLUs C BaJIMJAIUEN):
https://n.neurology.org/content/76/4/337.long

OdunuanbHas BaMIUpOBaHHAs BepCus, IyOIUKaIHs B [1€4aTH

Tun (MoaYepKHYTH):

- IKajia OLEHKU

- HHJEKC

- BOOIPOCHUK

- Ipyroe (yTOYHUTB).

Ha3nayeHue: OIGHUTH B3aUMOCBS3b MEXKIY COCTOSSHUEM 3/10pOBbsi U  IIOBCETHEBHOM
AKTUBHOCTBIO, OLIEHUTh BIMSHHUE MOJMHEHPONATHH Ha BBHINOJHEHHE €XKEIHEBHBIX NEHCTBUI B
OBITY M 0o01IIEeCTBE.

Conep:xkanue (11a0JIOH): MAIMEHT CAMOCTOSITENILHO OTBEYaeT Ha BOINPOCHI, CBSA3aHHBIE CO
CTETEHBIO0 OTPAHUYEHUS TOBCEIHEBHOM aKTUBHOCTH M BBITIOJHEHUS OBITOBBIX 33/1a4, B CBS3U C
nonuHeponaTueil. OTBET Ha BOMPOC 3alMCHIBAETCS B BUJE BHIOOpA OJHOTIO BapHaHTa OTBETA B
COOTBETCTBYIOIIEM CTOJIOIIE KPECTHUKOM.

Karwou (uHTeprperaiusi): pe3yibTaT OLEHHMBaeTCsl B Oajulax: 4eMm Bbllle Oayul, TeM MEHbIIe

NalMCHT MCIIBIThIBACT OI‘paHI/I‘{CHI/Iﬁ B OBITOBOI aKTUBHOCTH.
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HIkana oneHKH MHBAJIMIU3ALMU MANNEHTOB ¢ cuHApoMoM ['mitena-bappe, xpounuyeckoi

BOCHAJIMTEJIbHOM JeMHUEJIHHU3UPYIOLIEeH MOJIMHEeHPoNaTHeH U NoJMHelponaTeH,

aCCOHHHPOBaHHOﬁ ¢ MOHOKJIOHAJIbHOM raMManaTued HesiCHOr0 3HAYEHHUsI.

Opurunaasioe Hazpanue: Inflammatory Rasch-built Overall Disability Scale (I-RODS)

OneHure CBOIO CIIOCOOHOCTL
BBINOJIHSATH CJIeTYIOIHe
NeHCTBHUA:

BbIﬁepI/ITe OIUH BAPHAHT OTBE€TA U MOCTABbTEC KPECTHUK

0 = wme
BBIITOJTHUTD

Mory

1 = BBIDOJHSIO C
TpyJIOM

2 = BEIIOJHAIO
JIETKO

YuraTh ra3eTy Uiu KHUTY

IIprHUMAaTh ULy

Yuctuth 3yObl

IToMBITH BCPXHIOIO 4aCThb TCJIa

ITonb30BaTbCs TyaneTroM

Cnenatp 0yTepOpoa

Hagers opexay Ha BEpXHIOIO
YacTh Tela

ITIOoMBITh HUKHIOIO YaCTh TEJIa

IlepenBuHyTH CTY

CxonuTh K Bpauy

[TpunsTh My

ITomeITh IOCY Y

CXOI[I/ITB B Mara3mH

[TotimaTte mpenMer (Hampumep,

MsI4)

Haknonutbest 1 MOAHATH IpeaIMET
Eznuth B 00I1IeCTBEHHOM
TpaHCIOpTe

XOIUTh U 06XO,Z[I/ITB MMPCIAATCTBUA

IIpoiitn no ynuue paccrosiue ao 1
KM

IlepeHecT U TOJIOKUTH TAXKEIIBIN
MpeaMET

TanueBaTthb

HaxomuTe B MONOXKEHHH CTOS
HECKOJIbKO 4acCOB

berats

Cymma 0asJ10B:
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Ipuioxkenue I'S. Ilkana craryca akrusHocTu XB/III

HasBanmue Ha pycckoM si3bike: [llkana craryca aktuBHocTH 3a0oeBanust XB/II1
OpurnnaabHoe Hazanme. Chronic inflammatory demyelinating polyneuropathy Disease
Activity Status (CDAS)

Hcrounnk (0dpuuanbHbIi callT pa3pabOTYMKOB, IMyOINKALIUS C BaIHIAI[Hel):
https://onlinelibrary.wiley.com/doi/10.1111/j.1529-8027.2010.00284.x

Tun (moT4epKHyTh):

- IIKaJIa OI[CHKU

- UHJIEKC

- BOIIPOCHUK

- Ipyroe (YTOUYHHTH): KIacCU(PUKALIHMSI aKTUBHOCTHU 3a00JI€BaHUs

Ha3naueHnue: onieHka akTHBHOCTH 3a0oieBanus XBJII1

Copepxanue (mabnon): xinaccudukamuss CDAS ocHoBaHa Ha KIMHMYECKOW OIICHKE,
MPOBOAMMOM JIEHAIUM BPAadOM: YUUTHIBAETCS JIUTENBHOCTh 3a00JI€BaHNUs, KIMHUYECKUN OTBET
Ha TepaIuIo, pe3yiabTaThbl HEBPOJIOTHUYECKOTO 00CIEIOBAHUS U JUIUTEIBHOCTD JICUCHHUS.

Kurou (unteprmperamusi): Ha OCHOBaHUM KIMHUYECKOW OIIEHKH TPUCBAMBACTCS CTaTyC
AKTUBHOCTH 3a00JICBaHUs: W3JICUCHUE, DPEMHCCHS, CTaOWIbHOE aKTHUBHOE 3a0OJIeBaHUE,
YIIyYIIIEHUE WU HECTAa0MIIBHOE aKTUBHOE 3a00JICBaHHUE.

HIkana craryca aktuBHocTH 3a001eBanus XB/III (CDAS)

1. Usaedenune: > 5 et 0e3 JJeueHUs

A. I[aHHI)Ie O6CJ'I€I[OBaHI/I$I B IIpCJiCiIaX HOPMbI
B. IIatonorundeckue u3MeHEHHU npu O6CJ'ICI[OB8.HI/II/I, CT8.6I/IJ'II/I38.LII/I$I/yJ'Iy‘H_HeHI/IC

2. Pemuccus: < 5 jer 0e3 jJe4eHUSA

A. JlaHHbIe 00cne0BaHus B Ipejienax HOPMBI
B. [Taronornueckue usmeHeHus! pu 00CIEJOBaHUH, CTAOMIN3aLUsA/yITyqllIeHne

3. CraduibHoe akTHBHOe 3a00;1eBaHue: > 1 roaa, Ha (oHe JTeyeHUst

A. JlaHHbIe 00cne0BaHus B Mpejienax HOPMBI
B. Ilatonornueckue u3mMeHeHus nMpu o0CIe0BaHUH, CTAOMIIM3AIHS/ YTy IICHUE

4. Yay4dmenue: oT > 3 mecsiueB 10 < 1 roaa, Ha ¢oHe J1eyeHUs

A. JlaHHbIe 00cne10BaHus B Ipeienax HOPMBI
B. [1aTonoruveckuie n3MeHeHUs MPH 00CII€A0BaHNUN, CTAOUIN3aUs/yTydllIeHne

5. HecraOwibHOe aKTHBHOe 3a00/1eBaHMe: TMATOJOTHYeCKHEe M3MEHEeHUsl MpH
00cJIeI0BAaHNY € IPOrPeCCHPYIOIIMM MJIH PeluANBHPYIOIIHM TeYeHueM

A. Panee He moTydalt JISUCHHSI HITH TIPOJIOJDKUTEIIBHOCT JICUCHHS < 3 MECSIICR.
B. be3 neuenns
C. Ha ¢one neuenns

*SB u 5C oTHOocHTCS K TalMEHTaM, KOTOpble ObUIM pedpakTepHbl K JICUEHHIO NPU MPUMEHEHUH
MIPEIBITYIIEH Tepanuy WIH Y KOTOPBIX BOSHHUKIIO YXYAIIEHHE, HECMOTPSI Ha TIPOIOJDKAIOIIEECs JICUSHHE.
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