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TepMuHBI U onpeaeJeHus

Tunuunasa d¢opma XBJIII - xorga oTMedaercss MEUIEHHOE TIOCTENEHHOE pPa3BUTHE
JBUTATEHLHOTO e(hUIIMTA ¥ YyBCTBUTEIBHBIX HAPYIICHUI ¢ (POPMUPOBAHUEM TPOKCUMATLHOU 1
JTUCTAIILHOM C1a00CTH MBI KOHEYHOCTEH, BBIMAICHUE CyXOXKHWIBHBIX peduiekcos. [lpu stom
KJINHAYECKOE YXYAIICHUE T0JKHO JUINTHCS HE MEHEE 8 HEJENb.

Atunudnsie popmbl XBII — korma HaOMOAAIOTCS OCOOCHHOCTH B KIMHUYECKOW KapTHUHE
0oJe3Hr ¢ TPeoOsIaJaHNeM TOJIBKO JIBUTATENIbHBIX WM TOJBKO YYBCTBUTEIBHBIX HAPYIICHUUN
(urcTo MOTOpHAA U YncTO ceHcopHas popmbl XB/IIT), ¢ mpenMyIecCTBEHHO AUCTATbHBIM THIIOM
HapymeHu (quctanpHas cumMmerpudHas ¢popma XB/III), c acHkMMETpHUYHBIM TUTIOM HapyIIEHUN
PEUMYIIECTBEHHO B pyKax (cunHapoM Jlptonca-CaMmHepa), ¢ MperMYyIIECTBEHHBIM MOPaKEHUEM
IUIEYEBOTO WJIM TOSCHUYHO-KPECTILOBOTO CIUIETEHHUsS] WJIM BOBJEUEHHEM OJHOTO Wi Ooiee
nepudepudecKuXx HEPBOB B OJHOW BEpXHEH WM HIDKHEHW KOoHeuHOocTH (QokanbHas ¢opma
XBAII), mpu 3TOM BBIMAACHUE CYXOXKHIJIBHBIX PE(IIEKCOB MOXXET OTMEUYaThCsi TOJHKO B
BOBJICYEHHBIX CErMEHTaX KOHEYHOCTEH.

Pemurrupyrommii tun tedenuss XBJ/III — korma ormeuaercs dvepenoBaHUE IEPHOIOB
o0ocTpeHusi (4eTKO OIpenesieMoro KIMHUYECKOro YXYIIICHUS C yCYryOJIGHHeM MBIIICYHON
ca0OCTH W/WIM YyBCTBUTEIBHBIX PACCTPOMCTB) M TMEPUONOB pEMHCCUH (CTaOMIM3aluu
COCTOSIHMSI C YMEHBIIICHUEM BBIPA)KEHHOCTH JIBUTATENIbHBIX U UyBCTBUTEIbHBIX HAPYIIECHUN WU
JIaXKe TIOJTHOM KOMITeHCAIUe HapyIICHHBIX (QYHKITHN).

Iporpeccupyromee Tteuyenue XBJ/III — xorga orTMedaercss HEYKIOHHOE KIMHUYECKOE
YXYAIIEHUE C TIOCTENEHHBIM YCYTyOJICHHEM MBIINICYHOW CIabOoCTH W/WIM YyBCTBUTEIBHBIX
paccTpoiicTB 0e3 Mepruo 0B PEMUCCUH WU CTAOUIN3AIUU COCTOSIHHSL.
JuekTpoHeiipomuorpadpusi — HEHPOPHU3MONTOTHIECKUN METOJ HCCIeIOBaHUSA (DYHKITUH
nepudeprudecKux HEpBOB (KaK JBUTATEIbHBIX BOJIOKOH, TAK U YyBCTBUTEIBHBIX ), TTO3BOJISIOLIUI
YETKO OMNPENCNUTh JEMUETUHU3UPYIOMUNA TUN HApyHIEHUH C pa3BUTHEM XapaKTEPHBIX
U3MEHEHUN (CHM)KEHHE CKOPOCTH PacCHpOCTpaHEHUS BO30YXKACHUS, yBEIUYEHHE IHCTAIbHON
JATEeHTHOCTH M-0TBeTa, yBelIMYeHUE JAaTeHTHOCTH F-BoiH, Hanmuuue OJ0Ka MpOBENEHUs
UMITyJIbCa, HaJW4YUE BPEMEHHOW AMCHEPCHUM, YBEIWYEHUE JIUTEIbHOCTH JUCTaIbHOTO M-
OTBETA).

BuyrpuBennassi ummyHotrepanuss (BBUT) — nedenuwe, 3akiroyaromieecsi B NPUMEHEHUU
CTaHJapTHOIO YeJI0OBEUYECKOr0 MMMYHOITIOOYJIMHA C BBICOKUM cojepkaHueM IgG (He meHee
95%) B addekTuBHBIX f03ax (2 rpaMMa Ha | KT Macchl Tella MalMeHTa Ha Kypc JieueHus). B
KaueCcTBEe MOMAJCPKUBAIOIICH Tepamuu IJisi MPOJIOHTUPOBAHMSI PEMHUCCUU MPUMEHSETCS Oolee

HU3Kas /1033, 00bIyHO 1 rpamMm Ha 1 KT Macchl Tesla manueHTa Ha Kypc.



Koptukocreponanas repanust (KCT) — neyeHre CMHTETUYECKMMM aHAJIOTaMH CTEPOUIHBIX
TOPMOHOB  (OOBIYHO MPHUMEHSIOTCS  TJIIOKOKOPTHUKOMIHBIN Mpenapatsl). Bpiienstor  aBa
ocHOBHBIX criocoba npoBeneHust KCT. TlepBrlit crioco® 0OCHOBaH Ha MPUMEHEHUH MEPOPATBHBIX
Ta0JICTUPOBAHHBIX TIpenapaTtoB (HaubOojiee YacTO MPETHU30J0HA) JIOCTATOYHO JTUTECIbHBIM
KypcoM. Bropoii cmoco6 — BHYTpHMBEHHOE BBEICHHE TpernapaToB (Hauboyiee YacTo
METHUJIPEAHU30JI0HA) B OOJIBIIMX J103aX KOPOTKHM KYpCOM U3 HECKOJIBKUX MHBEKIINH.

Ina3madepes (IIP) — npoueaypa 3ad0pa KpoBU, OUUCTKA M BO3BpAILCHUE €€ WM KAaKOU-TO
yacTu 00paTHO B KPOBOTOK. DTOT JIeUeOHBIH METOJ MPUMEHSETCs, KOTla HE00X0AUMO ObICTpoe
yaaneHue anturen. Mcnonb3yercs npu oTCyTCTBUHU 3P (deKTa OT BHYTPUBEHHOW HMMYHOTEPAITUN

U KOPTUKOCTEPOUTHON Teparuu, a TakxKe MpH OBICTPOM MPOTPECCUPOBAHUHN CUMITOMATHKH.


https://ru.wikipedia.org/wiki/%D0%93%D0%BB%D1%8E%D0%BA%D0%BE%D0%BA%D0%BE%D1%80%D1%82%D0%B8%D0%BA%D0%BE%D0%B8%D0%B4

1. KpaTrkas undpopmanus

1.1 Onpenejienue

XpoHUYECKass BOCHAIMUTENbHAS JeMUETUHU3MNpYlomas noiauHerponatus (XBIII) —
npuobOpeTeHHOe opdanHHOe 3abojeBaHre NEepUPEPUIECKUX HEPBOB ayTOMMMYHHOU TPHPOJIBI,
XapaKTepU3yIolIeecs penUINBUAPYIOLIUM 1581051 HPOrpeCCUPYIOIINM TEYECHUEM c

IPEUMYIIECTBEHHO IEMUEIMHU3UPYIOLUM TUIIOM NopakeHus [1].

1.2 DTHOJI0THS U IATOreHE3

Otuonorua u naroreHes XB/III B HacTosimiee Bpems 10 KOHIAa Heu3BecTHbl. Hawano
XB/II gacto cBA3bIBAIOT (KaK TPUITEPHBIN (PAKTOpP) ¢ MHTEPKYPPEHTHBIMH UH(EKIMSIMU HIU C
uMMyHM3anuen (mpodunaktuyeckoil BakiuHanuei). Tak y 33-57% nereii pazButue 00jae3HU
OTMEYAJIOCh B TeUCHHUE 1 MecsIa mocje nepeHeceHHOW HHPEKINKA WM BaKIuHAuu [2].

Cunraerca, uto XB/III sBiseTcs HMMMYyHHO-ONOCPEIOBAaHHBIM PACCTPOMCTBOM, IIpU
KOTOPOM IOBPEXKIAETCS MUEIIMHOBAsE 000JI04Ka nepudeprueckux HepBoB [3]. DTO B OCHOBHOM
MOATBEPXKJIAeTCsl TeM (AKTOM, UYTO COCTOSHHUE IMOAABISIONIErO OOJIBIIMHCTBA OOJBHBIX
ynydmaercss Ha (GoHe uUMMyHoOMoayhupyromeid teparuu. [lpu XBJII ayroummyHHBIC
BOCHAJIMUTENbHBIE TPOLECCHl  OMOCPEIOBAaHbl HAPYIICHUSIMU Kak KJIETOYHOTO, TaK U
TYMOPaJIbHOTO 3BE€HAa HMMMYHHOW cucTtembl [4, 5]. IlposBieHus aeMUETUHU3AIUU MOTYT
HaOIOaThCS HA JIIOOOM OTpe3ke MeprudepruvIecKoro HepBa OT CIIMHHOMO3TOBBIX KOPEIIKOB 0
€ro MCTAIbHBIX y4acTKOB. [ToMuMo neMuenrHu3anuy B OuontaTax UKPOHOKHOTO HEpBa ObLIU
BBISIBJICHBI BOCTIAJIUTENIbHbIE HHPUIBTPATh U OTEK M0J10007I0YEUHOTO MPOCTPAaHCTBA HepBa [6].
XpOHHYECKOE TEYEeHHE OOJIE3HH MOXKET acCOLMUPOBATHCS C (POPMUPOBAHUEM «TYKOBHUHOU
TOJIOBKM», YTO CBS3aHO C THponudepanuell MIBAHHOBCKUX KIETOK MPH MOBTOPSIOUINXCS
mporeccax JIeMUCTUHU3ANN W pemuenuHusanuu [6]. VccienmoBanus Ha OCHOBE OWOICHU
HepBoB marueHToB XBJIII BeisiBUO Hamumuwe WHMIBTpaTOB MakpodaroB u T-KIETOYHBIX
UHOUIBTPATOB M OTJIOKECHHUS HMMYHOTTOOYJIMHOB. DKCIIEPUMEHTAIbHBIC HCCICIOBAaHUS Ha
JKUBOTHBIX IOKa3anu cxonctBo XBJIII ¢ XpOHMUYECKUM 3KCIIEPUMEHTAIBHBIM aJIEPrU4eCKUM
HEBPHUTOM, HHAYLMPOBAHHBIM Yy KUBOTHBIX IyTeM UMMYHHU3ALUH aHTUT€HAMHU MepudepruuecKux
HEpBOB [6]. AHTHUTENa NPOTHUB HECKOJIBKUX AHTUTEHOB MHENIHHA OBUTM OOHApYKEHBI Yy
narueHToB ¢ XB/III, HO HM OOWH W3 HHUX HE OBUT JOCTOBEPHO ACCOLMHPOBAH C Pa3BUTHEM
3aboneBanus [6, 7]. CoBceM HeJaBHO BHUMAHHE HCCIIEI0BaTENel ObIII0 0OpAaIIeHO K aHTUTENAM,
HAIpPaBJIEHHBIM MPOTUB MHEIMHOBBIX MM AaKCOHAJIbHBIX OENKOB B y3i1e PaHBbe, TakuM Kak
koHTakTHH-1 (CNTN1) [8] m neitpodacuuu-155 (NF155) [9]. Hecmorps Ha TO, 4YTO 3TH

aHTUTeNa OOHapyXKUBAlOTCI Yy HeOompmioro uucna manmeHtoB ¢ XBJII [10], onm



ACCOLIMHPOBAIIUCH C HEKOTOPBHIMU OTINYUTEIbHBIMA OCOOEHHOCTSAMHU — BBIPAXKEHHON MBIILIEYHOMN
cmabocThio U Tioxoi peaknued Ha BBUT, a y mun ¢ antu-NF155 anTutenamu emie 4acrto
MPHUCYTCTBOBAI TPEMOp. DTH JaHHBIC OBLTU MOATBEPKIEHBI Ha OOJIBIION CEepUM STTOHCKHX
nanuentoB ¢ XB/III [11], uro mogaep>XKuBaeT rumore3y O TOM, YTO Pa3HbI€ aHTUTEIA MOTYT
Je)KaTh B OCHOBE Pa3iMYHbIX (opM 3a00JIeBaHUSA U YTO ATH (OPMBI MOTYT UMETh PAa3JIUYHBIN

OTBET Ha Tepanuio [12].

1.3 DnuaeMuoJa0rus

Pacnpoctpanennocte XBJIII cocraBnsier y nereit — 0,48 na 100 000 [13]. [Ipu stom y
20% OonbHBIX, Y KOTOpbIX auarHo3 «XB/III» craBuics BO B3pOCiIOM BO3pacTe, IEpBbIE
CUMITOMEI 00JIE3HH OTMEUAINCh B IETCKOM H MOAPOCTKOBOM Bo3pacte [14]. Ananu3s 27 ciydaes
XBJII y nereit BbIIBUI, 4TO 1€0IOT 3a00JIEBaHUST MOXKET HAOMIOAATHCS B JIFOOOM Bo3pacTte (ot 1
no 18 mer), a mMakcumym 3aboneBaeMocTH oTmedancs B 7-8 mer [15]. B apyrmx paGortax

OTMEUEHO, YTO Hauaio 3a00JieBaHuUs Yallle HaOII0AaI0Ch B MOAPOCTKOBOM Bo3pacte [16].

1.4 Oco0eHHOCTH KOAMPOBAHUA N0 MeXKIVHAPOAHOH CTATHCTHYECKON KJjaaccHpUKAIUU

00J1e3HeH ¥ MPo0JaeM, CBA3AHHLIX CO 3I0POBbLEM

G61.8 — [Ipyrue BocnauTeIbHbIEC TOJIMHEBPOIIATUN

1.5 Knaccudukanus

Tunnynas ¢opma XB/III (cummerpuyHasi MpOKCHMallbHAsi M JUCTalbHAs MbIIICYHAS
cJ1a00CTh, UyBCTBUTENIbHbBIE HAPYLIECHNUS B PyKax U HOraX, pa3BUBAIOIIMECS B TEUCHHE HE MEHEe
2-x MecsreB) [17]. Cpeau manueHToB ¢ TUMMHUYHON (HOPMOIA 3a00JIeBaHMS BBIICISIOT MOATPYIIIY,
B KOTOpOH 1e0roT 3a0o0yieBaHMs MPOTEKaeT MO THILy pa3BUTUs cuHIpoma [wmifena-bappe, Tak
HasbiBaemast XB/III ¢ octpbiM Havanom [12, 18].

Aturmmunbie dopmet XBJIT [7; 12; 17; 19]:

1) nmucranbHas CUMMETpHUYHAs JEMHUEIMHU3UPYIOLIas HeHponaTus;

2) ceHcopHas ¢popma;

3) XpoHuyeckass MMMyHHas CEHCOpHas MOJMpaAUKyJIonaTus (4acTo paccMaTpUBAETCS

KaK pa3HOBUIHOCTH CEHCOPHOH (hOPMBI);

4) motopHas (popma;

5) acummerpuuHas popma min cuaapom Jlstonca-Camuepa;

6) ¢doxanbHas Gopma (4acTo paccMaTpUBAETCS KaK PasHOBUIAHOCTb CHHApoMa Jlpronca-

Camuepa).



KommenTapmii: V odemeii u noopocmrxoe ¢ XBHAIl uawe nabrooaemcs munuunas gopma
bonesnu u yucmo momopHas. [lpyeue opmer XBJII, xapaxmepHvie OJisi  83POCIbIX,

OMmmMeUarvmcs 3Ha4umeslbHo peoice.

1.6 Kiimanyeckast KapTHHA

I[Ipu  Tunmunoit  ¢Gopme 3aboieBaHUS  XapaKTePHBIM  SIBISIETCS — TOpPaKCHUE
nepudepudecKuXx HEPBOB HOT HW/WIU PYK, YTO MPOSIBISAETCS B IOCTCIICHHOM MEJICHHOM
pa3BUTHHU €1a00CTH MBI (KaK MPOKCUMAJIbHBIX, TaK U JUCTAIBHBIX) HIDKHUX W/ WA BEPXHUX
KOHEYHOCTeH. B mopaxeHHBIX KOHEYHOCTSAX HaOJI0aeTcsi OTCYTCTBHE WIIM PE3KOE CHMKEHUE
CYXOXUJIBHBIX peduiekcoB. OIHUM W3 TEPBBIX MPOSBICHUN 3a00NeBaHUS CTaHOBUTCS
HApYIICHHE XOJbOBI, KOTOPOE COMPOBOXKAAETCS YACTHIMH IMAJCHUSMHU, TPYIHOCTSIMH IMOABEMA
no JjectHune. Takxke XapakTepHO TMOSBJICHHE HAPYLIEHWH  YyBCTBUTEIBHOCTH IO
MOJIMHEBPUTHYECKOMY THIY, C HaJU4YHeM JTU3E€CTe3Wd u Tmapecte3uid. Y OOJbIIMHCTBA
MAlUEHTOB IIPU OCMOTPE BBISBJISETCS CEHCUTUBHAS aTaKCUSi U MUKPOTPEMOp MHaybleB pykK [,
17,20, 21].

NHorna orMevaeTcss mopa)keHre YeperHbIX HEPBOB, KaK IPABUIIO, JINIIEBOTO HEPBA, YTO
MPOSIBIISIETCS. OHOCTOPOHHEN €Iab0CThI0O MUMHUYECKUX MBI, MeHee XapaKTepHBIM SIBISETCS
JIBYCTOPOHHEE MOPAKEHUE JIMLIEBOTO0 HEPBA C OTCYTCTBUEM JBUKEHUS B MUMUYECKHUX MBIIIIAaX €
obeux cropoH nuna [17].

B 25-30% cnydaeB y maimMeHTOB JETCKOrO Bo3pacta s jae0roTa 3a00JeBaHUS
XapaKTepHO OBICTpPOE MPOTPECCUPOBAHME IBUTATEIbHBIX HAPYIIEHUN B TEUEHHE HECKOJBKHUX
THEHN WK Hellenb, HO He Ooliee 4-X Hellelb, TO €CTh Pa3BUTHE CUMITOMATUKH IO TUITY CHHIIPOMA
I'nifena-bappe (tak HazpiBaemoe XB/III ¢ ocTtpbiM HavyanoMm). Pa3nuunth 3TH Ba 3a001€BaHUs
N0 KJIMHUYECKUM WM HEHpOoPU3UONOrMYECKUM TMPOSIBICHUSM HEBO3MOXHO. TOJBKO
HaONIOZICHUE 3a TMAIMeHTOM JUIsi OICHKM BpeMeHW yxyameHus (Oonee 8 Hemenp) Wiu
perucTpany MOBTOPHBIX 00ocTpeHuid (3 u OoJee) MO3BOJIAIOT YCTAHOBUTH TMPABUILHBIN
nuarno3 — XBJIII [18, 22, 23].

Taxke y nereit MoKeT HaAONIOAAThCS YHUCTO MOTOpHas ¢opma 3aboieBaHUsA, KOTAa
OTCYTCTBYIOT CUMIITOMBI TOPAXKEHHS UyBCTBUTEJIBHBIX BOJIOKOH NEepU(epuIecKuX HEPBOB U MPU
npoBenenun DHMI'  ceHcopHble OTBeThl He Hapymienbl. Jlns stoir  ¢dopmsr  XBJII
MPEANIOYTUTENBLHO B JieueHUMM MNpuMmeHsATb BBUI, Tak kak OTBET Ha KOPTHUKOCTEPOUIHYIO

tepanuto U [ID y 3TUX ManueHToB, Kak MpaBuiIo, HEAOCTATOUHbIHN [17, 24].

2. JINarHoCTHKA

2.1 ’Kaa00bLI M1 aHAMHE3




Pexomenayercst y jgereil ¢ XapakTepHbIM aHaMHE30M (HOpMaibHOE (U3HUECKoe HU
JBUTATEIIbHOE pa3BUTHE /10 Hauyana 3a0oyeBaHus; EOIOT KIMHUYECKUX TPOSIBICHUN C
W3MEHEHUS TMMOXOJKH; HaJW4Me YacThIX MaJCHUN; caOOCTh MBI HIKHUX M BEPXHUX
KOHEYHOCTEH; HapylIeHHe MOBEPXHOCTHOW © TIIyOOKOW YyBCTBUTENBHOCTH IO
MOJIMHEBPUTHUECKOMY THIy; HAJIWYME JU3ECTE3Ud M TMapecTe3uil) C MOCTENEeHHBIM
HapacTaHHUEM CHUMIITOMOB B TeueHue Ooisee 8-mu Heaenb mompo3peBath XBII [1, 17, 22,
25, 26].

YpoBenb  yOeautenbHocTH  pexoMenaamuii  C  (ypoBeHb  /10CTOBEPHOCTH
J10Ka3aTeJbCTB — 5)

KommenTapwuii: npu munuunou gpopme XB/II uawe sceco 3aboneeanue debromupyem c
Hapyuienus noxooku. Y 601vuio2o uucia oemell HAYAIbHbIE CUMNMOMbL NPOAGIAIOMCA
bonee apko u passusaromcs bvicmpee, yem y 63pocavix. Ilpu oyenxe dcanob u anammesa
peKomeHOyemcs: 00pawams SHUMAHUE HA NPUSHAKU, NPU HATUYUU KOMOPBIX OUACHO3
XB/[Il manoseposimen — 3Hauumvlie HApyuieHus @OYHKYUU MaA308blX OpP2aHOo8, HNPUEM
JIEKAPCMBEHHBIX ~NPenapamos Uil MOKCUYEeCKUX 68eujecms, CHOCOOHBIX — 8bl36aMb
He8PONamuio, Nopaxdcesue YeHmpaibHOlU HEPEHOU CUCMeMbl, HAPYUWEHUE YPOBHS

CO3HAHUAL.

2.2 Ou3uKajJIbHOE 00CTAeT0BAHUE

PexoMeHnayercsi  JIeTSM C XPOHHUYECKOH NpPOrpeccUpyIolied, CTyneHeoOpa3sHOW wWin
PEIUANBUPYIONICH CUMMETPUYHON IPOKCUMATBHOU M TUCTABHOM CI1a00CThIO MBI HOT
U PyK, B COYETAHUM C YyBCTBUTEJIbHBIMA HAPYUIEHUSIMU IO MOJMHEBPUTHUYECKOMY THITY
MPOBOAMUTH TIHIATEIFHOE HEBPOJOTHYECKoe oOcCienoBaHUE [UIsl MOMCKAa OOBEKTUBHOM
HEBPOJIOTUYECKOW CHUMITOMATHUKH, XapaKTePHOW I TOPAKCHHUS MEepUPEPUUECKUX
HEPBOB HOT W/WJIM PYK, a TaK)K€ YEPENHbIX HEPBOB, B OCOOCHHOCTH JUIIEBOTO Hepsa [,
17].

YpoBenb  yOenuteqbHOCTH  pekoMenaauuii C  (YypoBeHb  J10CTOBEPHOCTH
J10Ka3aTeJbCTB — 5)

PexoMenayercsl 1anHble (PU3MKATBEHOTO 00CIEIOBAHUS COOTHOCUTD C MEKIYHAPOIHBIMU
kputepussMu XB/III nerckoro Bo3pacra B COOTBETCTBHUU C PEKOMEHJALUAMH COBELIAHUS
88-ro ENMC 2000 rona [27] (ITpunoxxenue I'l) u kputepun EFNS/PNS [17] (penakius
2010 rona, Ilpunoxenune ['2). Ilpu aTUMUYHOW KIMHMYECKOW KApTHHE PEKOMEHIYETCS
ycraHoBiieHue auarHosza «XBJIII» B coorBerctBum ¢ kpurepusimu 2018 roma [19]

(ITpunoxenwue I'3).



YpoBenb  yOenutenbHOCTH  pekoMenaauuidi C  (YypoBeHb  J0CTOBEPHOCTH

JI0KAa3aTeJbCTB — 5)

2.3 JIaGopaTopHasi AMATHOCTHKA

PexomeHnayeTcs IPOBOAUTH JTIOMOABHYIO IMTyHKITUIO JIJIsI BBISIBICHHUS OETTKOBO-KJIETOYHOM
JUCCOIMAIMM B KAueCTBE JOMOJHUTEIBHOTO KPUTEPHSs, MOJATBEPKAAIONIETO JAHArHo3
XBAIT [17, 28].

YpoBenb  yOenurteqbHOCTH  pekomeHaaumid C  (ypoBeHb  J0CTOBEPHOCTH
JI0Ka3aTe/IbCTB — 5)

Pexomenayercess marmueHnTam ¢ mopo3peHuemM Ha XBJIII mpoBeneHue mabopaTOpHOTO
obcrmenoBanusi  (KIMHUYECKUM aHAM3 KPOBH Pa3BEPHYTHINH; OMOXMMHUYCCKUN aHAIH3
KPOBH - Mapkepbl QYHKIIUHU TEUEHU U TMOYEK, BOCIAJICHHS, YPOBEHb KAIbIUs, TIIOKO3bI)
JUTSL OLICHKH OOIIETO COCTOSHUSI OpraHu3Ma W OINpPEAeNCHUS BO3MOXKHOCTH Ha3HAYCHUS
MOCJEAYIOIIEH MaToreHeTHYecko Tepanuu [12, 29].

YpoBenb  yOenurteqbHOCTH  pekomeHaauumid C  (ypoBeHb  J0CTOBEPHOCTH
JI0Ka3aTeJbCTB — 5)

Pexomenayercsi i1 MCKIIIOUEHHUS aJbTEPHATUBHBIX JUArHO30B HA3HAUYUTH CIIEIYIOLIUE
nabopaTopHble aHanu3bl: aHanu3 KpoBu Ha RW, BUY, renarutel B u C; Ha anTuTena x
Ooppenuu; aHajau3 KpOBU Ha ypoBeHb BUTamuHa B12 [12, 29].

YpoBenb  yOenurteqbHOCTH  pexkomeHaauumid C  (ypoBeHb  JOCTOBEPHOCTH

JI0Ka3aTeJIbCTB — 5)

2.4 UHCTPpYMEHTAJNLHAS THATHOCTUKA

Pexomennyerest y pedenka ¢ nmogo3perrem Ha XB/IIT nposenenne DHMI -uccnenopanus
JUISE  BBISBJICHHUSI ~ XapaKTePHBIX  MPU3HAKOB  JEMUCIUHU3HPYIOMIETO  MOPAXKCHUS
nepudepudeckux Heppos [1, 12, 17, 27].

KommenTapuu: I[Ipomoxon nepsuunoco SHMI uccredosanus oondicen 8Kiouame 8 ceos
crnedyrowue obszamenvhvle nocieoosamenvrocmu: 1) uccreoosanue CPB no momopnvim
BONOKHAM — nepughepuyeckux Hepeoe pyK (CpeOUHHblll Hepe Npu  IIeKmpUiecKou
CMUMYTAYUYU 8 4-X MouKax u JNOKMesol Hep8 Npu 3NeKmpudeckou CMmuMyIAyuu 6 S5-mu
moukax), 2) uccieoosanue CPB no momopuwim 6010KHAM nepugepuyeckux Hepeos Ho2
(601bUL0EPYO0BDILL HEPE NPU DNEKMPUYECKOU CIMUMYTAYUU 8 2-X MOYKAX U MA00epyosblil
Hepe npu d1eKmpudeckou cmumyaayuu 8 3-x moukax), 3) oyenka napamempos M-omeema
u F-6onnvl Hepsos pyx (cpeOunmwlii u J10KmMesolu) u Hoe (bonrvuiebepyosulll U

Manobepyoswlitl); npu HeoOX0OUMOCMU OONOJHUMENbHO Npogodsmcs. 1) uccredosanue
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CPB no uyscmeumenvubiM B0NI0KHAM Nnepugepuyeckux Hepeos pyK (CpeOuHHbull U
nokmesotl), 2) uccredoganue CPB no uyscmeumenvHviM 6010KHAM nepughepudecKux
HEP808 HO2 (UKPOHOICHDII U NOBEPXHOCMHBIN MAN00epyossitl), 3) oyenka napamempos I1/]
Hepeo8 pYK (CPeOUHHbl U JIOKMe8ou) U HO2 (UKPOHOMCHBIU U NOBEPXHOCHHUILL
manobepyoswiii) [27].

YpoBenb  yOeautenbHocTH  pexoMenaamuii  C  (ypoBeHb  /10CTOBEPHOCTH
JI0KAa3aTeJIbCTB — 5)

Pexomenayercsi comnoctaBisaTh pe3ynbTarel DHMI-uccnenoBanusi ¢ peKkoMeHIaUsIMU
cosemanus 88-ro ENMC 2000 roma mo MexxayHapoaHbiM kputepusiM aerckoit XBJIIT [27]
(ITpunoxxenne I'1) u ¢ kpurepusasmu EFNS/PNS (ITpunoxxenue 1'2) [17].

YpoBenb  yOeautenbHocTH  pexoMenaamuii  C  (ypoBeHb  /10CTOBEPHOCTH
JI0KAa3aTeJIbCTB — 5)

PexomeHayeTcss HE OCHOBBIBaThCS MpPH ycCTaHOBIEHUM auarHo3a «XBJII» Tonbko Ha
pesynbratax OHMI uccnenosanus [12, 17, 27].

YpoBenb  yOenutenbHOCTH  pekoMenaauuii C  (YypoBeHb  J10CTOBEPHOCTH
J10Ka3aTeJbCTB — 5)

Pexomenayerca mnposeneHue MPT KOpemikoB CHHHHOTO MoO3ra Ui BBISIBJICHUS
HAKOIUICHUS TaJOJIMHUS W/WIN TUNEPTPOPHUH KOHCKOIO XBOCTA, MOSICHUYHO-KPECTIIOBBIX
WM LIEHHBIX KOPEIIKOB CIMHHOTO MO3Ta, WIH IJICYEBOTO0 WUIIM MOSICHUYHO-KPECTLIOBOTO
CIUICTEHUN  maleHTaM ¢  HaJIM4YheM  KJIMHMYECKUX  CHUMIITOMOB  MOpa)XeHUs
nepudepudeckux HepBoB u  gaHHbiMu  OHMIT  wuccnemoBanmst ¢ KapTUHOU
JEMUEITUHU3UPYIOIIET0 MOPAXKEHUs, HO HE B TMOJHOM Mepe, YIOBJIETBOPSIOIINX
kputepusm XBJIIT EFNS/PNS [17, 30, 31] (ITpunoxenue 1'2).

YpoBenb  yOeautenbHocTH  pexoMenaamuii  C  (ypoBeHb  /10CTOBEPHOCTH
J10Ka3aTeJbCTB — 5)

KommenTapuu: Buoinoanenue MPT wetinoeo omoena CnuHHO20 M0324 0OHOBDEMEHHO C
MPT noscHuuHO-Kpecmyo8020 omoena CnUHHO20 M032a NO360Jisem COKPAMUmMs Yacmomy
nHanpasnenus na MPT u uzbescams nosmoprnozo 6eedenusi kKoumpacma. B ciyyae nanuuus
B03MOINCHOCMU HEOOXOOUMO CPA3Y BLINOJHAMb 00A UCCIe00B8AHUSL.

Pexomenayercs mpoBeieHNE YIbTPA3BYKOBOTO HCCIEA0BAaHUS NEpUPEPUIECKUX HEPBOB U
IUICYEBOTO CIUIETEHHUS JJisi BBISBICHUS YTOJIIEHUS MepUPepudecKux HEPBOB C
YBEJIMYEHUEM HUX IUIOIIATU TMOMEPEYHOro cedeHus (BHE 30H THUIHMYHON KOMIpEcCcuu) U
CTBOJIOB IIJICYEBOTO CIUIETEHUS ISl MALMEHTOB C HAJIMYHUEM KIMHHUYECKUX CHUMIITOMOB

nopaxxeHus: nepudepudeckux HepBoB M jgaHHbIMH OHMI uccrnemoBaHust ¢ KapTUHOU
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JEMUEITUHU3UPYIOIIEr0 MOPAXKEHUs, HO HE B TMOJHOM Mepe, YIOBJIETBOPSAIOIINX
kputepusm XBJIIT EFNS/PNS [32-34].

YpoBenb  yOeautenbHocTH  pexoMenaamuii  C  (ypoBeHb  /10CTOBEPHOCTH
J10Ka3aTeJbCTB — 5)

Kommenmapuu: oonaxo, 0o nacmosiuje2o epemenu oanuvie Y3U nepughepuueckux Hepeos
He eKmouenvbl 6 Kpumepuu ouacrnoza XBJ/[Il u me mozym Obimb UCNONb308AHbL KAK
Mapkepul, onpedensioujue Haiuyue Ui omcymcemeue 3a001e6aHus.

Pexomenayercss mpoBenenre mnoBTopHoro OHMIT wuccienoBanus no ClIEayOMUM
MOKAa3aHUsIM JUIsl TAIMEHTOB C YCTaHOBJEHHbIM pauarHo3zoMm XBJIIl: mpu Hamuuuum
KJIMHUYECKUX TPU3HAKOB 000CTpeHUs 3aboieBaHMs; IpPU OTCYTCTBUU KOPPEKTHBIX
JTAHHBIX TPEIBIIYIIErO HCCIEIOBaHUS (HApPUMEp, MAlMEHT HAuWHAeT HaOII0aaThCs B
Opyroi knuHuKe, naHHele OHMI' wn3 mnpeapiaymiedl KIMHUKM - OTCYTCTBYIOT —WIIU
HCCJIEIOBAHUE BBIMOJIHEHO METOAOJOTMYECKH HEBEPHO); MPU COMHEHHHM B JHarHo3e
XBII u npennonsaraeMoM nepecMoTpe nuaruosa [23, 35].

YpoBenb  yOenutenbHOCTH  pekoMenaauuii C  (YypoBeHb  J10CTOBEPHOCTH
JI0KAa3aTeJbCTB — 5)

KommenTapuu: ucnonvzosanue memoouxku IHMI ons ounamuuecko2o HaOI00eHUs 3d
nayueHmamu  Ha — oHe  UMMYHOMOOYIUpYrOulelu  mepanuu O OnpedeleHus
aghgpexmuenocmu nevenus He odazamenvro. Taxoice ciedyem yuumvl8amsy, Ymo UsMeHe sl
npu DHMI -uccnedosanuu 00blyHO OMCPOUEHbI NO CPABHEHUIO C HAYATIOM KIUHUYECKO20
agpgpexma om BBUT, KCT wunu I1D. Ilosmomy nposedenue koumporvuou OHMI &
OUHAMUKe NpU HA3HAYEHUU UMMYHOMOOYIUpylrowel mepanuu pamee cpoka 6 mecayes
HeyenecooopasHo.

PexomMeHnayeTcsi IpoBe/ICHUE UCCIIEIOBAHUS COMATOCEHCOPHBIX BhI3BAHHBIX MOTEHIIMAJIOB
JUTSL TIOATBEPXKACHUS TMEePUPEPUUECKOTO YPOBHS TMOPAKEHUS CEHCOPHOW CHUCTEMBI B
KauecTBE JOMOJHUTENbHOTO Kputepus it nuarnoctuku XBII [17] (ITpunoxenue ['2).
YpoBenb  yOeautenbHocTH  pexoMenaamuii  C  (ypoBeHb  /10CTOBEPHOCTH

J10Ka3aTeJbCTB — 5)

2.5. lndpdepeHunanbHasg IMATHOCTUKA

Pexomennyercs ycranasinuBarh auarHo3 XBJIII meTonoM MCKIIIOYEHMS IIPU OTCYTCTBUU
ApPYIruX IpPUYMH HAIW4YMS ~ JACMHUCIMHU3UPYIOLICH IOJMHEUpONAaTUH, IPH  ITOM
I depeHyanbHas IMarHOCTUKA MPOBOJUTCS C HECKOJIBKMMU OCHOBHBIMU TIpYIIIaMH

3aboneBanuii (cMm. Ilpunoxkenue ['5), mpum HEOOXOIWMOCTH WCIOJB3YIOTCS JIaHHBIC
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JOTIOTHUTEIBHBIX METOJI0B 00CIeIOBaHUs (aIrOpUTM JEHCTBUI Bpaya AJis TUArHOCTUKU U
Benenus pederka ¢ XB/III npusenen B [Ipunoxennn b) [1, 17, 29].
YpoBenb  yOeautenbHocTH  pexoMenaamuii C  (ypoBeHb  /10CTOBEPHOCTH

J10Ka3aTeJIbCTB — 5)

3. Jleuenue

3.1 [IaToreHern4yeckas Tepanus NepBoii JHHUHN

Pexomenayercss Ha3HAUECHHWE NEPBOM JTMHUM MATOTE€HETUYECKOWM MMMYHOMOYJIUPYIOIIEH
Tepanmuyd — BHYTPUBEHHBIX HMMMYHOIIOOynuHOB (BBUI) mmm KopTHKOCTEpOMIHOM
tepanuu (KCT) nmm nnazmadepesa (I1d) venocpencTBenHo mocie (hakTa MOATBEPKICHUS
auarHosa XB/III mpu ycnoBum Hanuuus BCEX JAHHBIX O IALMEHTE, KOTOPHIE MOIYT
HOBIHUATH HA BBIOOD Ipemnapara, 1100 Ha 6e30MacHOCTh ero npumenenus [1, 17, 36].
YpoBenb  yOenurTeJbHOCTH  pekoMeHaauumid B (ypoBeHb  J10CTOBEPHOCTH
J10Ka3aTeJIbCTB — 2)

KomMeHTapum: 6vi60p KoHKpemHO20 npenapama onpeoensemcs axKmueHOCMbl0 U
maxcecmvlo  meueHus 3a001e8aHUs, OCOOEHHOCMAMU nayuewma  (Omcymcmeuem
NPOMUBONOKA3ZAHUL) U  KOMOPOUOHOCHMbIO, Npoghuniem Oe3onacHocmu npenapama,
00CMYNHOCMbIO  eKAPCMBEHHO20 — cpeocmea  (aneopumm — Oeucmeuti  epaia 0
ouaenocmuxu u eedenus peoenka ¢ XB/II npuseoen 6 Ilpunoscenuu b).

Pexomennyercss npu uHunuanuu tepanuun XBJIII y nmereit mpeanodreHue OTAaBaTh
BHYTPUBEHHOMY BBEACHHIO UMMYHOTIJIOOYJIMHOB C BBICOKUM conepkanueM IgG (He meHee
95%) [12, 17, 29, 37].

YpoBenb  yOenutenbHOCTH  pekoMenaauuii C  (YypoBeHb  J0CTOBEPHOCTH
J10Ka3aTeJIbCTB — 5)

KommenTapuu: uccredosanus nocirednux nem nokazvigarom, umo y oemeu c¢ XBJII
OONLUWUHCIBO ABMOPO8 8 Kauecmee Cmapmogou mepanuu Npeonodumarom npumeHsams
BBUT' [1, 16, 37]. Ilo oannvim cucmemHnoz2o 0630pa pe3yibmamos neueHus y oemeli ¢
XB/II npoyenm pecnonoepos npu mepanuu BBUI 6 cpeonem cocmasun 78% [38].
Pexomennyercss B cinydae HasHaueHus BBUI nmpensaputenbHOe NpoBeAcHUE aHAIM3a
KPOBHM Ha KOJMYECTBEHHOE cojepkaHus [gA s UCKITIOYeHUs HU3KOIro €ro ypoBHs [39-
41].

YpoBenb  yOeautenbHocTH  pexoMenaamuii  C  (ypoBeHb  /10CTOBEPHOCTH

J10Ka3aTeJbCTB — 5)
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Pexomennyerca y gereir ¢ XB/Il npu uHMIManuMu Tepanuy JICUCHHE HA4YMHATH C
BHYTPHUBEHHOT'O BBEJCHUSA MperapaTaMu UMMYHOITIOOYJIMHA YeJI0BeKa HOPMAJIbHOTO* *# ¢
BbICOKMM cozepxanueM IgG He menee 95%. OnTuManbHOM CTapTOBOM 030U CUMTAETCA
0,4 r/kr/cyTKH, KOTOpas BBOJUTCS €XeIHEBHO B TeueHue 5 aHel. Ilpu sToM cymmapHas
J103a Ha KypC COCTaBIIsAeT 2 T/KT Macchl Tena pedenka [12, 17, 29, 37].

YpoBenb  y0enuTeJbHOCTH  pekoMeHaauumid B (ypoBeHb  J10CTOBEPHOCTH
J0KA3aTeJIbCTB — 2)

KommenTapum: npeumywecmea mepanuu BBHI'  obvacuaiomcs ee  8blcOKOU
aghghexmuernocmvro u OblICMpPoOmMo Hacmynienus 3gpgexma, xopourel NEPEeHOCUMOCIbIO U
omcymcemeauem HeobX00UMOCMU NPUMEHEHUS CLOHCHO20 000PYO0BAHUAL.

Pexomenayercsai B menuaTpuu npu BbiOope mpenapata BBUIT mpuopurer otnaBath
npumeHennto 10% BBUI', T.x. Beicokast koHUeHTpauuu 1gG 1mo3BossieT CHU3UTh Harpy3Ky
00BEMOM M 3HAYUTEILHO COKPAIAET MPOAOHKUTEIHLHOCTh HH(Y3HIA, UTO KpaifHEe BaXKHO B
neTckoM Bospacrte [1, 39].

YpoBenb  yOenutenbHOCTH  pekoMenaauuidi C  (YypoBeHb  J10CTOBEPHOCTH
J10Ka3aTeJIbCTB — 5)

Pexomenayerca nauuentam ¢ XB/III, OTBETMBIIMM Ha BBICOKOJO3HYIO CTapTOBYIO
tepanuto BBUI', B nanbueimem nis nogaepxanus 3pdexkra peKOMEHIYeTCs ITOBTOPHOE
BHYTPUBEHHOE BBEJCHHE HMMYHOTTOOYJIMHOB Kaxnable 3-4 Helenu B TEUYCHHE, Kak
MUHUMYM, 6 MecAIIeB B oaepxkuBarommeit noze 1 r/kr [12, 17, 29, 37].

YpoBenb  yOenuteqbHOCTH  pekoMenaauuii C  (YypoBeHb  J10CTOBEPHOCTH
J10Ka3aTeJIbCTB — 5)

KommenTapuu: npu Heobxooumocmu ONUMeNbHO20 NpUMeHeHusl BBUT'
noodepxcugarowas 003a U UHMEPBATIbL MeHCOY HOBMOPHLIMU B88EOCHUAMU MO2YM
noooOUPamMbCs UHOUBUOYATILHO.

Pexomenayercs npu ucnosibzoBannu KCT B kauectBe nuuuupytoment tepanun XB/I1 y
JIeTeH ClielyeT MPUMEHTh Ipernapar nmpeaHu30yion **# per os [1, 17, 29, 42, 43]. Taxxke
BO3MOXXEH TMEPOPAJbHBIA MPHEM  METHINPEIHU30J0Ha**# B  MPEeIHU30JIOHOBOM
HKBUBAJICHTE.

YpoBenb  yOeauTeJbHOCTH  pekoMeHaamumii B (ypoBeHb  /10CTOBEpPHOCTH
J10Ka3aTeJbCTB — 2)

KommenTapuu: cmapmosoii 00301l npeonuzonona cuumaemcs 1 me/ke/cymku 6 meuenue
4-6 nedenv ¢ nocredywWUM NOCHENeHHbIM CHUJICeHUeM 8 meueHue 3-6 mecayes [17, 29,
42, 43]. Peowce nasnauarom npeOHU30J0H 8 Oojee 8bICOKOU 003e 2 me/ke/cym 8 mevenue 4-

6 Hedenb ¢ NocredyruwuM CHudcenuem 6 meyenue 1-3 mecayes 00 noodoepicusarouyel
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003bl, KOMOpas onpeoensemcs UHOUBUOYAIbHO, NPU IMOM OCHOBHbIM KpUMepUuem CLydHcum
yoepocanue pemuccuu [44] (arcopumm Oeticmeuti épaua 01 OUACHOCHMUKU U BeOeHUs.
pebenka ¢ XB/II npuseden 6 Ilpunosxcenuu b). Kax npasuno, écs cymounas 003a
NpeoOHU30JI0Ha 0aemcsi OOHOKPAMHO pAano ympom. B meuenue nepswvix 4-6 wneodenw
PEKOMEHO0BAH eHCeOHeBHbIIl Npuem npenapama npeoHu3ooH 6 pasHou 0osze (1 umu 2
Me/Kke/cymKu, 8 3a8UCUMOCMU OM 8bLOPAHHOL CMAPMOBOU 003bl, 0OHOKPAMHO 8Cell 003bl 8
ympeHHue yacel). 3amem, npu CHUMCEHUU 003bl NPEOHU3ONOHA, HCENAMENbHO Nepexoouns
Ha albMepHUpyiowyo (HecCuMmMempudHy!o) cxemy npuema npenapamad, Hanpumep, — 8
yemHvle OHU NPUMEHAMb NOJIHYIO 003), 8 HeUemHble — NPUHUMAMb CHUNCEHHYI0 003). Oma
cxema cnocobcmayem yyuiel nepeHoCUMOCmU 1eYeHUs.

Pexomenayerces nmersm ¢ XB/III mepen KCT c menbio OIEHKH COCTOSIHHSI peOeHKa |
BBISIBJICHHSI TIPOTUBOTIOKA3aHUI TMPOBEIEHUE HMCCICNOBAHUMN: OOMMNA M OMOXUMUYECKHIA
aHaJ M3 KPOBH, OOIIMIA aHAMM3 MouH, aHanu3 kpou Ha BUY, RW, renatuter B u C, OKT,
OI'JIC, pentren nerkux [17, 44, 45].

YpoBenb  yOenutenbHOCTH  pekoMenaauuidi C  (YypoBeHb  JI0CTOBEPHOCTH
JI0KAa3aTeJIbCTB — 5)

Pexomennyercs y nereri ¢ XB/III ¢ nepBoro nHs Ha3HayeHUs IIIIOKOKOPTUKOCTEPOUIHON
TEpanuy MPOBOJUTH MEPONPUATHS MO MPOPHUIAKTHKE BO3MOXKHBIX MOOOYHBIX IPPEKTOB
[44, 46].

YpoBenb  yOeautenbHocTH  pekoMeHaanmuii  C  (ypoBeHb  /10CTOBEPHOCTH
JI0Ka3aTeJIbCTB — 5)

Kommentapumu: nedocmamxom KCT aensiemca uacmoe pazeumue HeNcenamenbHbIX
nOOOYHBIX ¢hhekmos, maKkux Kax 3HauumenvbHas npubasxka & eece, UsMeHeHue auya no
MUy Kyulen2ouoH020, 3a0epicKa pocma, apmepuanvHds 2Unepmensusl, 2unepeiukemus,
0CMeonopo3 ¢  NAMONOSUHYECKUMU  NEPeroMamu,  2acmponamusi U  KuldeuHvle
KpoBomeyeHus,, Kamapakma, 21aykoma, aKHe, CMepouoHas Muonamus u  Op.
Ipogunaxmuxa 603modcHvix nobounvix sghgexkmos KCT cocmoum 6 npumenenuu
HU3K0Y21e800HOU Ouemvl, 0002aueHHOl Kaiuem U OelKoM, HA3HaAYeHUue aHMAayuoHbIX
npenapamos; nepesoo Ha cxemy npuema npeoHuU30I0Ha 4epe3 0eHb NPU CHUNCEHUU 003bl U
opyeue.

Pexomenayercsa npu orcyrctBuM 3(ddekra ot mpoBoxumoro jeueHuss BBUI wmm
OpalbHBIMU TTIOKOKOPTHKOUJAMHU CBOEBPEMEHHAas 3aMeHa IMpemnapara, Ipd 3TOM
npeanoututenbHoi sBisieTcss 3ameHa BBUIT wa KCT (ecam mpu vHMIMANMM JICYEHUS

npumensiiack Tepanust BBUI') wim 3amena KCT na BBUT (ecnu qyist mHMIManum JedeHus
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ucrnonb3oBaigack KCT) [42] (anroputm nelcTBU Bpada IJIsi JUATHOCTUKH M BEIACHUS
pebenka ¢ XB/III npusenen B Ilpunoxenuu b).

YpoBenb  yOeautenbHocTH  pexoMenaamuii  C  (ypoBeHb  /10CTOBEPHOCTH
J10Ka3aTeJbCTB — 5)

Pexomennyercs coueranHoe npumeHenue BBUIT u opanpHoii KCT mpu orcyrcTBumn
s¢dexTa OT HMPOBOAMMOrO JIEUEHHUS IpernapaTamMHu IEpPBOIMl JIMHUM MaTOT€HETHYECKON
UMMYHOMOJYJIMPYIOLIEH Tepanuu B BUIE MoHoTepanuu [1, 42, 47] (anroputm neiicTBuii
Bpaua JuIs JUarHOCTHKYU U BeaeHus pedenka ¢ XBII npusenen B [Ipunoxenuu b).
YpoBenb  yOenuteinbHOCTH  pekoMenaauuidi C  (YypoBeHb  J10CTOBEPHOCTH
J10Ka3aTeJIbCTB — 5)

Pexomenayercss Ha3Ha4YeHHWE Kypca JICYCHHS C TPUMEHEHHEM BBICOKOOOBEMHOTO
mnazmadepesa (I[1D) mpu orcyrcTBum 3¢pdexra or coueranHoro npumenennss BBUI u
opanbHoii KCT (anmroputm neiicTBuii Bpaua Al AMArHOCTHKH M BEICHHsS peOeHKa ¢
XBAII npuseaen B [lpunoxenuu b) [1, 42, 48].

YpoBenb  yOenuTeJbHOCTH  pekoMeHaauumid B (ypoBeHb  J10CTOBEPHOCTH
J10Ka3aTeJIbCTB — 2)

KomMmeHTapum: mocym Ovimb UCNONBL306AHbI  2PAGUMAYUOHHBIL HENPepuleHblll  UlU
Membpannwill (punompayuonnwiii) memoowt I1D. J[ns nonyuenus s¢hgpexma 1eobxo0umo
yoanumo He menee 140-160 mn naasmvl/ke maccoyl mena nayueHma 3a 2-HeoeibHblil Kypc
JleyeHus. Y oemetl Mo2ym NPUMEHAMbCA HECKONIbKO CXeM Ha3HayeHus niazmaghepesa, HO
yawe pekomeHOyiom o0Hy uz 08yx: 1) mpu npoyedypul ¢ yacmomoui 0oOuH paz 8 Heoeiuo, 2)
Kypc uz 3-5 ceancos ¢ unmepsanramu 1-2 ousn 6 meuenue 10-14 oneti [1, 42, 48].
Pexomenayercst mpopuiIakTHKa 1 MOHUTOPUPOBAHHE BO3MOXKHOTO Pa3BUTHS MOOOYHBIX
apdextoB [1D y nereii ¢ XBJIT [48].

YpoBenb  yOenutenbHOCcTH  pekoMenaauuii C  (YypoBeHb  J10CTOBEPHOCTH
J10Ka3aTeJbCTB — 5)

KommenTapmii: nedocmamrxom 1D sensemcs 803MOMNCHOE pazsumue HeHCeniamelbHblX
noOOUHLIX  d¢hhekmos, maxkux Kak —mpomOOYumoneuus, 2UNONPOMEUHeMusi Ul
2UNOANLOYMUHEMUS,  INeKMPOTUMHbIE HAPYUIEHUS, aHeMUus U HeKOMOpblX OpYeUx.
Ilosmomy 60 epems nposedenus kypca 1@ neobxo0umo KOHmMpoOIUpOBAmMs napamempwvl
00wez0 aHanu3a Kpoeu, Koazylocpammvl, IeKmpoIumos, oowe2o b6enxa, aiwOymuua, a
camy npoyeodypy nposooums 8 YCio8usx omoeeHus UHMeHCUBHOL Mepaniu.
Pexomenayercss gersm ¢ XBJIII  mpoBoguth  KOHTpoib  3h(EKTUBHOCTH

aTOr€HETUYECKON UMMYHOMOYyupytoweil repanuu 1 iunuu [1, 17, 29, 42].
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YpoBenb  yOenutenbHOCTH  pekoMenaauuii C  (YypoBeHb  JI0CTOBEPHOCTH
JI0KAa3aTeJbCTB — 5)

KomMmeHTapuii: npogooumyto namocenemuueckyro uUMMYHOMOOVIUPYIOWYIO Mepanuio
peKomeHOyemcs cuumams 3QQeKkmusHol 6 cayuae HAlUdUus OnmuMaibHO20 omeema Ha
mepanuto (0ocmudcenue KIUHUYEeCKOU peMUccuu uiu 3HAYuMoe yMeHbuleHue CmeneHu
MANCecmu OCHOBHLIX KIUHUYECKUX NOANenutl). /[ns amozo y Oemell npu nposedeHuu
HeBPOI02UYECKO20 ocmompa nayuenma peKomeHoyemcs UCNObL3068aMb
Mooudhuyuposannyio wkany Penxuna (cm. Ipunooicenue 1'4) [1, 17, 35, 37, 49]. Takoce
B03MOJNCHO C Uelblo OyeHKu 3pgekmusHocmu u HeoOXO00UMOCMU KOPPEKYUU JedeHus]
ucnonvzoeams wikany Neuropathy Impairment Score/NIS unu Inflammatory Neuropathy
Cause And Treatment (INCAT). IIpu smom cpok HaOI00eHUss O0AHCEH COOMBEMCMB08AMb
cpeoHemMy CpOoKy HAcmynienus d¢hgpexma 05l OGHHO20 8UOA Mepanuu, a jieuerue 00JHCHO
ObIMb OE30NACHBIM U XOPOWO nepeHocumuvcs nayuenmom [17, 29, 42].

Pexomenayercs B kauectBe ©0a3oBoil Tepammuu oboctpenuit XBJIl y nereit
UCIIOJIb30BaHNWE BHYTPHUBEHHOT'O BBEJIEHHUS IpenapaToB HMMMYHOIJIOOYJIHMHA YeloBeKa
HOpMaTbHOTO**# ¢ BeICOKUM cojepxkaHueM IgG ne menee 95%.

YpoBenb  yOeautenbHocTH  pexoMenaamuii C  (ypoBeHb  /10CTOBEPHOCTH
J10Ka3aTeJbCTB — 5)

KommenTapwuii: cmanoapmuoii 0osou BBUI ona xynupoeanus obocmpeHnuti cuumaemcs
0,4 o/xe/cymru (cymmapnas 0o3a 2 2/ke), 6600umas edxiceonedHo 8 meuerue 5 oneil [1, 42].
s noodoepocanus  pemuccuu  HeobXxoOumwvl  nosmopHvlie 88edeHusi BBUI 6
noooepoicusarowert. 0oze 0,4-1,2 eo/ke maccot mena «kaxcovle 2-6 mnedenu [12].
Iloooepoicusarowass 0o3a, uHmepsanvbl 66edeHuss U 00was OIUMeNbHOCMb Mmepanuu
onpeoensiomces unousuoyanvro. Oxono 15% nayuenmos ¢ XB/II nysxcoaromess moivko 8
1-2 noemopnuix 6edenusix BBUI ona noodepowcanus pemuccuu [12]. B xauecmese
noooepaicugaroujeti mepanuu Mo2ym 0vims UCNONb308AHbL NPENAPAMbl UMMYHO2I00VIUHO8
0151 NOOKOJCHO20 66edeHusi (nanpumep, 20% pacmeopul), Komopwvie NPUMEHAIOMCA 8
cxo0nbix ¢ BBUI noodepaicusarowux dozax — 0,2-0,4 2/xe kasxcoyio nedenro OIumenbHo, 00
24 nedenwv. Beedenue umMMmyHo2no0yIuH08 015 NOOKOHCHO20 86€0EHUS OCYUECMEIAEMC S 8
HEeCKOIbKO 30H U, 00bIYHO, HecKobko yawe, yem BBUI [50)].

Pexomenayercst mysibc-Tepanus TIIOKOKOPTUKOCTEPOMZAMH B KauecTBE Teparuu
oboctpenuit XB/II1 y nerelt, korma puck moOOYHBIX d(PPEKTOB HUKE, YEM OXKHUJIaeMbIH
addext ot neuenus [ 1, 42, 44].

YpoBenb  yOeautenbHocTH  pexoMenaamuii C  (ypoBeHb  /I0CTOBEPHOCTH

JI0KAa3aTeJIbCTB — 5)
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KommenTapmuii: obwviuno y demeti ¢ XB/[Il 6 xauecmee nynivbc-mepanuu nNpumeHsiom
MemuanpeOHuzonon**# ¢ oose 20-30 me/xe/cymku 6 meyenue 3-5 Owueul (npenapam
passooumcs Ha 50-100 mn uzomoHuuecko20 pacmeopa Hampus Xi0puod U 6800UMCs CO
ckopocmovio 20-30 kanenv/munymy) [1, 42, 44]. Jo unauana nynvc-mepanuu ciedyem
onpedenums YposeHb 2II0KO3bl 8 KPOBU U MOUe, Kalus U HAmpusi 8 CbleOPOmMKe Kposl,
umMepums apmepuanbHoe odgieHue, nyivsc, memnepamypy meid, npu HaIuduu 6 aHamHese
A36eHHOU 0031 JHCeNyOKA U 08EHAOYAMUNEPCMHOU KUWKU, IPO3UBHO20 2ACmpuma, 1ubo
NO003penUs Ha HAIuYUue MAKux COCMOSHUL - NPOBeCmU 230¢hazo2acmpooyo0eHOCKONUIO.
B cnyuae wHanuuus KIuHU4eckux uau  1aOOpPAMOPHLIX NPUSHAKOS UHQDEKYUOHHO2O
3a601e6aHUsi HEOOXOOUMO OMIONACUMb NYIbC-MEPAnuo, NPosecmu edeHue UH@pexkyuu u
BbLINOTHUMb  NOBMOPHYIO  OYEHKY COCMOAHUA nayueuma yepe3 7 OHell. Tepanuio
2NIIOKOKOPMUKOCMEPOUOAMU  HeoOXooumo  nposooums 00 12  uacos OHa 014
NPOUIAKMUKY  803MONCHBIX NOOOUHBIX 3hhekmos. Bcem nayuenmam 60 6pems
npo6edeHUs. NYIbC-Mmepanuu npoeooOUmcs OYeHKa NOOOYHBIX peakyuu (Ha npeomem
HanuU4usi  NOBbIUWEHUA  CUCTOIUYECKO20  apMepuanlbHo20  O0dGleHUs,  OMmeKos,
eunepeiuKkemMuy, uneprampuemuu, eunokaiuemuu). Ilpu msocenom obocmpenuu unu
COXPAHAIOWEMCSl  HeBPONI02UYECKOM — Oepuyume NoOcle OKOHYAHUSL  NYIbC-Mepanuu
MeMuUInpeoOHU30J10HOM B03MOIHCEH NOCAEOYIOUWULl Npuem NpeoHu3onoHa 6Hympe (1-2

MZ/KZ/Cyn’IKu, C NOCMeNnEerRHbIM CHUMNCEHUEM ()03bl).

3.2 [laToreHernuyeckasi Tepanuss BTOPOi JUHHN

Pexomenayercst mepecMOTp AMAarHo3a MpU OTCYTCTBUU 3P (deKTa OT Teparnuu MEepPBOM
JIMHUM TIepe]] HayaJoM Tepanuu BTopou nunuu [1, 2, 17, 37].

YpoBenb  yOeautenbHocTH  pexoMenaamuii  C  (ypoBeHb  /10CTOBEPHOCTH
JI0KAa3aTeJIbCTB — 5)

Pexomennyercest y nereii ¢ XB/III npu HeoOxoaumocTu (HemoctaTtouHas 3¢ (HEKTUBHOCTh
Tepanuu | JMHUM, Pa3BUTHE HEMPUEMIIEMBIX IMOOOYHBIX 3(PPEKTOB, HEBO3MOKHOCTD
IPOBEJCHUS Tepanuu | JUHUM) MPUMEHEHHs] UMMYHOCYIIPECCUBHOW Tepamuu KadecTBe
BTOpOM uHuuU neuenus [1, 17, 36, 51, 52].

YpoBenb  yOeautenbHocTH  pexoMenaamuii  C  (ypoBeHb  /10CTOBEPHOCTH
JI0KAa3aTeJbCTB — 5)

KommenTapuu: ¢ kauecmee emopoti aunuu newenuss XB/[II y oemeu uawe npumensiom
asamuonpun**# nepopanvrno 6 0oze om 1 me/ke/cymxu 0o 2-3 me/ke/cymxu, Komopas
mooicem docmueamv 50-150 me/cymxu y nodpocmkos.  Azamuonpur HA3HAYAOM 8

HauanvHot 003e 1 me/ke 8 00UH unu 08a npuema, ¢ nOCIedyIOWUM yeeaudeHuem 003bl Ha
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0,5 me/ke kaxcovie 4 Hedenu 00 OOCMUNCEHUS. MAKCUMATbHOU 003bl 8 3,0 me/ke/cymKu.
IIpooonscumenvrocms npuema — 00 3-x u boaee nem [36, 51, 52].

Pexomennyercsa npu Tsokenom tedenuun XBJIL y gereit mpu otcytctBuu 3¢ dekra ot
teparuu 1 guauu (BBUI, KCT u II®) paccmarpuBaTh B KadecTBE BTOPOM JIMHUU
MMMYHOCYTIPECCHBHOM T€panuy Ha3HAUYCHUE pUTyKcuMaba™*# [26, 53-55].

YpoBenb  yOenurtenbHOCTH  pekoMenaauuidi C  (YypoBeHb  J10CTOBEPHOCTH
JI0KAa3aTeJIbCTB — 5)

KomMenTtapuu: pumyxcumab**# nasnauaiom no 375 me/m’ 1 paz 6 nedenio 6 meuenue 4
Hedenw. Jleuenue npogooOUmMcst MoabKo 8 YCiosusax cmayuonapa, 3a 30 munym 0o ungyzuu
HeoOX00UMO nposecmu npemeouKayuro — napayemamon 15 me/ke nepopaibHo, KiemacmuH
0,025 me/ke (Ho He Oonee 2 mn) 6/m, memuinpeonuszonon 20-30 me/xe + 50 mn
@usuonozuyeckoz2o pacmeopa, 6/8, kaneivHo [26, 53-55].

Pexomennyercest y nereii ¢ XB/II ¢ mporpeccupyromum TeueHrneM u HedhHEKTUBHOCTH
IPYTHX METOAOB JICUEHUS B KadyeCTBE HMMYHOCYIPECCHBHOW Tepanuu MPUMEHSTh
MukodeHonara mModeTwr**#, mukmodochamMmun®™*#, merorpexcar**#, mukmocmopuH®*#
[1,16,37,52, 53].

YpoBenb  yOeautenbHocTH  pexoMenaamuii  C  (ypoBeHb  /10CTOBEPHOCTH
JI0KAa3aTeJIbCTB — 5)

KommenTapuii: yoeoumenvuvix Ookazamenbcmeé s¢hghekmuenocmu  muxogenorama
Mogpemuna,  yuxknogocamuoa,  memompexcama, — YUKIOCHOPUHA 8  mepanuu
peppaxmepnvix popm XBIII y Oemetl 6 KOHMPOAUPYEMbIX UCCIEO08AHUAX K HACTNOAUEM)Y

6peMERU Hem.

3.3 CumnToMaTnyeckasi Tepanus

Pexomenayercst IpoBOANUTh cUMIITOMaTu4eckoe jgeuenue y aerei ¢ XB/II [29].
YpoBenb  yOenuteinbHOCTH  pekoMenaauuid C  (YypoBeHb  JI0CTOBEPHOCTH
JI0KAa3aTeJIbCTB — 5)

KomMmeHTapum: y noopocmkog uyacmo HAbOa00aomces acmeHuyeckue, mpegodiCHble,
Gobuueckue paccmpoticmea, cea3anHHbIe C  ONUMETbHLIM MeYeHUueM XPOHUYECKO20
3abonesanus, YUMo UYaAcmo mpedyem MeOUKAMEHMO3HO20 JedyeHus U pabomuvl ¢

ncuxonoeamu [23].

3.5 /lueroTepanusi
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Pexomenayerca nersm ¢ XBJIII npu mnpoBeneHMM NATOrNEHETUYECKOW Tepamuu
[IIIOKOKOPTUKOCTEPOUAAMHU TIPUAECPKUBATHCS JIEYEOHOM AMETHI C IIeNIbI0 MPOPHIAKTHKI
no6ouHbIX 3P dexToB [44, 56].

YpoBenb  yOeautenbHocTH  pexoMenaamuii  C  (ypoBeHb  /10CTOBEPHOCTH
J10Ka3aTeJbCTB — 5)

KommenTapuu: npu naznauenuu KCT 00biuHO pexomeHOYyemcs NpuoepiIcusamspcs

neyednol ouemol — cmoa Ne9 (no [lessnepy), nHa 6ce 8pems npo8edeHUs IMO20 Ne4eHusl.

4. MequuuMHCKas peaduanTanusi

Pexomenayercest TmpoBeneHHE KypcoB ¢usnueckoir peabmmmranuu (Maccax, JIDK,
amnmapaTHas KHHE3WOTeparus U JIp.) U (pu3noTepanuu no nokasanusm [57, 58].

YpoBenb  yOeautenbHocTH  pekoMenaamuii  C  (ypoBeHb  /I0CTOBEPHOCTH
JI0KAa3aTeJIbCTB — 5)

KommenTapuii: naubonvuiee sHumanue 6 peadunumayuoHHoOM npoyecce peKoMeHOyemcs
yoensams — 80CCMAHOBIEHUIO ~ CNOCOOHOCMU — nayuenma K — CAMOCMOAMENbHOMY
NepedsUNCEHUIO U CAMOODCTYHCUBAHUIO.

PexoMeHayIOTCS OOCYXIaTh C MAIUEHTOM W €r0 POAMTENSIMU TAaKTUKY M CTPATETHUIO
JICYEHUsS] B YCIOBHSIX CIICIUATH3UPOBAHHOTO BOCCTAHOBUTEIBHOTO (PeadMIUTAIIMOHHOTO)
LIEHTpa U Ha aomy [45, 57].

YpoBenb  yOenuteqbHOCTH  pekoMenaauuii C  (YypoBeHb  J10CTOBEPHOCTH
JI0KAa3aTeJbCTB — 5)

KommenTapun: /[na nosviwenus 6oéneyeHHOCMU NAYUEHMA 6 Npoyecc, 68 MOM Yucie
HeoOX00UMO. OYeHU8amv U KOPPEKMUPOBAMb OXCUOAHUA NAYUeHma Om NPOEOOUMBIX
Memo008 mepanuu, onpeoensims yeiu U 3a0a4u Ha oaudxcatuiue nepcnekmubl COBMeCmHo
¢ NAYUeHmMoM, KOppeKmuposams MHeHUue nayueHma no OaHHOMY 80NpOCy, ONpeoenims U
KOPPEeKmupo8ams MeOUYUHCKUe Gakxmopwl, 6luAwue HA KAYecmeo JHCUSHU Nayuenma
nymem  HA3HAYeHuss U No06Opa  CUMNMOMAMUYECKOU Mepanuu;  OmciedHcusams
pe3yibmamsl 00CMUSHYMbIX Yenell U peuleHus 3a0a4 ¢ nociedyoueli ux Koppexyueu (npu

Heobxooumocmu,).

5. llpodunakTrka U IMCIAaHCEPHOE HADJIIOeHUE

57].

JlokazaTenbHBIX HcclieqoBaHui 1o MeTonaM npodunaktuku XB/II1 ve mpooauiocs [17,
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Pexomenayercst mocie BBIIMCKM M3 CTallMOHAapa OCYIIECTBICHHE JUCIAHCEPHOTO
HaOmonenuss 3a getbMu ¢ XBJIII. [loka3zano HaOmromeHWe HEBpojora IO MECTY
KHUTEIHCTBA C YacTOTOM 1 pa3 B 3 Mmecsla B TeUCHHE JIIUTEIHHOTO BpeMeHH (He MeHee 2
JeT) JUIs KOHTPOJSI COCTOSHUS M OLEHKH MOOOUYHBIX 3¢ (PEeKTOB, 0COOECHHO JUIs JAeTei,
MOJTYYAIOUIMX MOAACP/KUBAIOIIYIO TEpannio KopTukocteponaamu [17, 49].

YpoBenb  yOenutenbHOCTH  pekoMenaauuid C  (YypoBeHb  JI0CTOBEPHOCTH

JI0Ka3aTeJIbCTB — 5)
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6. Opranusanus MeIUIMHCKON MOMOIIM

[Mokasauus i rocourann3anuy pedenka ¢ XB/IT B MEIUIIMHCKYIO OPraHU3aIlHIo:

)]

2)

Oxempennas eocnumanuzayus (KpyriaocyTOYHBIH HMH(EKIIMOHHBIN CTallMOHAp) IMOKa3aHa
BceM zieTsM 10 15 ner ¢ nogo3penuem Ha XB/III ¢ ocTpbIM MM mOAOCTPBIM HadajaoM AJis
npoBeneHus Au(QepeHInanbHOT0 AMarHo3a ¢ JPYyrUMHU 3a00JE€BaHUSMH U3 TPYIIIBI
OCTpPOTO BsUIOTO Mapaiu4va (IMOoJIMOMHENnT, cuHapoM [ uiteHa-bappe, rumnokanmneMudecKkuit
napamd W T.1.); TpU ycTraHoBieHHOM auarHoze XBJIII npu pasButum oOocTpeHHs
(KpyTrJI0CYTOUHBIN CTAlMOHAp) Ui IMpoBeneHus natorenerndeckoit Tepanuu (BBULT, KCT,
[1®); npu BO3HUKHOBEHUH CEPbE3HBIX HEXKETATENbHBIX SBJICHUI Ha (JOHE TEparuu.

lInanosas cocnumanuzayus (KpyrJoCyTOUYHBIA CTal[MOHAp) IOKa3aHa BCEM JETSAM IpH
nono3perann Ha XBJIIT nns mpoBenenus nuddepeHnnanibHON TUarHOCTHKHU, MTPOBEACHUS
JOTIOTHUTEIIFHBIX METOJIOB HcclefoBaHus (MroMOanbHOM nyHkiuu, MPT  kopemkos
CIIMHHOTO MO3Ta JUIS BBISIBICHUS HAKOIUICHUS TAJOJHMHUS W/HIN TUIEPTPOPUU KOHCKOTO
XBOCTA, MOSCHUYHO-KPECTIOBBIX WM MIEHHBIX KOPEIIKOB CIIMHHOTO MO3Ia, WIH IJIEYEBOTO
WM TIOSCHUYHO-KPECTIIOBOTO CIJIETEHUI ), MHUIMAIINY aTOT€HETUYECKOM Tepanuu nepBon
muann  (BBUD, KCT, I[I®) wunu mnpoBeneHus mnoaaepxuBatomieii tepanuu (BBUI),
UHHUIMAIIN TATOrCHEeTHUECKOW Tepanuyu BTOPOW JIMHHUHU, NMPOBEICHUS PEeaOUIMTAMOHHBIX

MEpONPUATHIA.

ITokaszaHus K BEIMMCKE NAIMECHTA M3 MEJIMITMHCKON OpraHN3alliK:

1)

2)

Bpinucka manueHTa U3 MEIUWLMHCKOM OpPraHu3aldd NpPU AKCTPEHHOM TOCHUTAIU3aluu
BO3MOXXHA TP BBIMOJHEHUU B TMOJIHOM O0BEME BCEX HEOOXOIMMBIX JUArHOCTUYECKUX U
ne4eOHO-peaOUITUTAIIMOHHBIX MEPOTNPUIATHI W3 TYHKTOB 2-4 JaHHBIX KIWHUYECKHX
PEeKOMEHIalMi; CTaOWJIHLHOM YAOBIIETBOPUTEIHLHOM COCTOSIHMHM ITAlIMCHTa, COXPaHHBIX
BUTATBHBIX (PYHKIIHSIX.

Bpimucka mnmanueHTa W3 MEIMIIMHCKOM OpraHu3alMyd MpU IUIAHOBOW TOCHUTaIU3aluy
BO3MOJKHA TMPHU BBIMOJTHEHUH B TOJHOM 00BbEME TUIAHOBOW TEparuy U PeadMIUTAIMOHHBIX
MEPOTIPUATHH; CTaOWUIBLHOM YJOBJICTBOPUTEILHOM COCTOSHUM TAIMEHTa, COXPAHHBIX

BUTAJIBHBIX (PYHKIUSX.

22



7. JonosHutenabHass uHpopmanus (B ToM 4ducie (GakTopbl, BJAMSIONIME HA
HCXO0J 32001eBaHUSA UJIN COCTOSTHHSA)

Ilpu nocmanosxe ouazcrnoza XBJII 0ondichbl O6bimb UCKIIOUEHbL 6ce Opyeue 3a00ae8anus
nepugepuyeckol HepeHoOU CUCMeMbl, 8 MOM YUCLe NOPANCEHUs NpU UHQEKYUOHHDIX,
MOKCUHECKUX, COCYOUCMbBIX, HEONIACUYEeCKUX U HACIe0CMEEeHHO-0e2eHepamueHblX
3ab01e6aHusX, a makdxice ja0Oble BaAPUAHMbL HACIEOCMBEHHBIX MOMOPHO-CEHCOPHLIX
noauneuponamui [2, 17, 29].

Ilpu aoexeamunom neuenuu XBJIl y Oemeti 803MOJHCHO KYNUPOBAHUE CUMNIMOMOS
nopasicenus nepughepuieckux Hepeos u coxpanerue OIUMenbHOL PeMUccuu 3a001e8anusl.
B peokux cnyuasx 6o3mooicno npozpeccupyloujee meueHue 3a0071€6aHUs C 4acmviMu
060CmpenHuaMU POPMUPOBAHUEM CMOUKO20 HEBPOI0SULECKO20 OeUYUMA U 8MOPUUHBIX
opmoneoudeckux napywenuti [1, 16, 37].

XBAII 6 oemckom 8o3pacme 00bIuHO He npedcmasisiem yepo3vl OJi HCUHU NAYUEHNOS.
Ilpoenos 6onesnu y oemeil 8 yeiom ayuuie, 4em y 83pOCibiX (8 OOIbUWUHCIGE CyYaes

B03MOINCHO docmudicerue noanou pemuccuu) [1, 2, 23, 49].
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Kpurepuu onenku kayecTBa MeIUIIMHCKOH MOMOITH

YposeHb YpoBeHb
Kpurepuii kauecta yOeTUTEeITbHOCTH JIOCTOBEPHOCTH

- peKoMeHAaInii JI0Ka3aTeNbCTB
IIpoBeneHo COMOCTABJICHHE pe3yIabTaTOB
HEBPOJIOTUYECKOTO  OCMOTpa €  KPUTEPHUSIMHU

8 muarnoza ENMC 2000 roma u EFNS/PNS 2010 ¢ .
roja
BrinosineHo AIIEKTPOHEHpOMHOTpadUIecKoe

2. | UccnenoBaHMUe C TECTUPOBAHUEM MEepH(PEPHUIECKUX C 5
HEPBOB HOT U PYK
IIpoBeneno conocrasienue pesynbratoB JHMI ¢

3. kputeprsivu ENMC (2000) 1 EFNS/PNS (2010) ¢ :
[IpoBenena JoMOalbHas MTyHKIUS C

+ UCCIIeIOBaHHEM LIepeOpPOCTTMHATILHON HKUAKOCTH ¢ .
[IpoBenena nuddepeHranbHas AMATHOCTHKA C
OCHOBHBIMM  3a00JICBAHUSIMHM,  BbI3bIBAIOIIMMHU
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Ipuaoxenue Al. CocraB padoyeid rpynmnbl nmo paspadorke M NmepecMoOTpy

KJIAMHUYECKUX PeKOMEeHIaluu

1. KypenkoB Amnekceii JIbBOBHMY, Bpad-HEBpOJOT, JA.M.H., 3aBEAYIOIIHMH JrabopaTtopueit
HepBHBIX Oose3Her y nereid ®I'AY «HanmoHanbHbIN METUIIMHCKUN UCCIIEA0BATEIbCKUT
LEHTP 3/I0pOBbs AeTei» Munzapasa Poccun (MockBa)

2. KysenkoBa Jlrogmuna MuxainoBHa, Bpad-HEBpPOJIOT, JI.M.H., Tpodeccop, HadaJIbHHUK
entpa gerckoit  mcuxoHeBposoruu DPI'AY  «HanuoHanbHbIE ~ MEIULIIMHCKHI
WCCJICIOBATEILCKUN LIEHTP 3I0pOBbsA AeTeit» Mun3apasa Poccun (MockBa);

3. ®ucenko Awnapeit IlerpoBudy, Bpau-menuarp, I.M.H., mpodeccop, nupekrop DPIAY
«HauvoHaNIbHBIA ~ MEIULMHCKUM  MCCIEAOBATEIIbCKUM  LEHTP  3J0POBbS  JECTEN»
Munsznpasa Poccuu (Mocksa);

4. CynoneBa Harampss AjekcaHIpoBHa, Bpad-HEBPOJIOT, Bpad (HYHKIIMOHAIBHOU
JIMAarHOCTHKH, J.M.H., ipodeccop, uieH-KoppecnoHaeHT Poccuiickoit Akanemun Hayk,
PYKOBOAUTENb OTAENeHUsT Helpopeabunutauun U ¢usuorepanun OGI'BHY HIH,
Hay4YHbI KoHCynbTaHT LleHTpa 3aboseBaHuil mnepudepuuecKoil HEPBHOH CHCTEMBI
OI'BHY HIUH (Mocksa);

5. T'y3seBa Banentuna /BaHOBHa, Bpau-HEBPOJIOT, J.M.H., Mpodeccop, 3aBeayrouas
Kadeapoil HEBPOJOTMM, HEHPOXUPYpPrHM M  MEAMUMHCKOM reHetukn CaHKT-
[leTepOyprckoro rocynapcTBEHHOTO MEAMATPUYECKOTO MEIUIIMHCKOIO YHHUBEPCHUTETa
MunsapaBa Poccuu, Ti1aBHBIM BHEIITATHBIN AETCKHI CIENUATIUCT HEBpoOJIOr MuH3apaBa
Poccun, unen Ipesunnyma Ipasnenus Beepoccuiickoro odmecta HeBposioroB (CaHKT-
[TerepOypr);

6. BbypcaroBa bsmnma HOparumoBHa, Bpad-HEBpPOJIOT, K.M.H., 3aMECTUTEIb 3aBEIYIOIICH
OTIEJICHUSA MICUXOHEBPOJIOTUHU u IICUXOCOMATHUUYECKOHU MIaTOJIOTUH OI'AY
«HauvoHaIbHBIT ~ MEIUUIMHCKUI  UCCIENOBATENbCKUM  IIEHTP  3J0pPOBbS  JACTEH»
Munznapasa Poccun (Mocksa);

7. Ilak Jlam» AnueBHa, Bpau-HEBPOJIOT, J1.M.H., HAYAJIbHHUK IIeHTpa peakux oonesneir ®I'AY
«HauvoHaIbHBIT ~ MEIUUIMHCKUI  MCCIEIOBATENbCKUM  IIEHTP  3I0pPOBbS  JACTEH»
Munzapasa Poccun (Mocksa);

8. I'pummna [lapbsi AnekcaHIpoBHA, Bpa4-HEBPOJIOT, Bpad (yHKIIMOHAILHON JTUArHOCTUKH,
K.M.H., pykoBoauTenb lleHTpa 3abosieBaHuii mepudepuyecKoil HEPBHOW CHUCTEMBI
®I'BHY HIIH (Mocksa);

9. T'yzeBa Oxcana BameHTnHOBHa, Bpad-HEBpoOJOr, JI.M.H., Tpodeccop Kadeapsl
HEBPOJIOTHH, HEHpPOXUPYpruu U MenunuHckor rteHetuku Cankrt-IlerepOyprcekoro
roCyJapCTBEHHOT O NIEAUAaTPUIECKOr0 MEAUIIMHCKOrO yHuBepcurera Munsnpasa Poccun.

KoH(}IMKT HHTePeCcOB: OTCYTCTBYET Y BCEX WICHOB paboueil rpymnisl
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Ipuiaoxenue A2. MeToa0s10rusi pa3padoTKu KIMHAYECKUX PEKOMeHalui

LlesieBasi ayANTOPHUS JAHHBIX KJIMHUYECKUX PeKOMeHIALMii:

1.  Bpauu-HeBpoiiory;

2. Bpauu-nemuatpsl;

3. Bpaum QyHKIIMOHAIBHONU TUATHOCTHUKHU;

4.  Bpauu-peHTIE€HOJIOIY;

5. Bpauu no neuebHOM PU3KYIBTYpE U CIIOPTUBHON METUIIMHE;
6.  Bpaum-pusnorepaneBThl.

Metoabl, UcNoJb30BaHHBIE JJIs1 cOOpa/celeKIIUN I0KA3aTeIbCTB: paboueit rpynmnon
paccMOTpPEHBI BCE MYyOJIMKAIIMU TI0 ONPECNICHHI0, TuarHoctuke u jJedennio XBJIIT B mepuop ¢
1982 mo 2020 rr. OrtoOpaHsl BCe CHCTEMHBIE O030phl TIO PaHIOMHU3UPOBAHHBIM
KOHTpOJIUPYEMBIM ~HccienoBaHusaM 10 JjedeHutro XBJIII, mnposeneHa oLeHKa ypoBHEH
nocroBepHocTH nokazatenbet (Y /M) u yoenurensnoctn pekomennanuii (YYP). Ouenka V1]
u YVYP Obuta mpoBezeHa B COOTBETCTBHM CO INIKajdaMH, MPHUBEACHHBIMH B Tabiumax 1-3
[Ipunoxenus A2. JlurepaTypHbIi TOMCK Tpou3BoaAWica B 0Oa3zax gaHHbIX Medline,
KokpanoBckoit 06ubnmnoreke, HayuHoil snekrtponHoil Oubmuoreke eLIBRARY.ru, Google
Scholar, PubMed. Jlng MMHMMH3AIMM ITOTCHUHMAIBHBIX OIMMOOK KaXJ0€ HCCIICIOBAHUE

OLICHUBAJIOCh HE3aBHCHUMO.

Tadoauuna 1. llIkana ouenku ypoBHeii 1ocToBepHocTH AoKa3aTeabeTB (Y1) nns meronos

AUArHOCTHKH (}:[I/IaFHOCTI/I‘leCKI/IX BMeI[IaTe.]'[I)CTB)

Y Pacummdposka

1 Cucrematudeckue 0030pbl MCCIICIOBAHUNM C KOHTPOJIEM PePEepPeHCHBIM METOAOM HIIH
CHCTeMaTH4YecKHii 0030p pPaHIOMHU3UPOBAHHBIX KIMHUYECKHX MCCIEOBAaHUN ¢
MNPUMCHCHUCM MCTa-aHAJIN3a

2 OTnenbHbIE HCCIEIOBAaHUA C KOHTPOJEM pedepeHCHBIM METOJOM WU OTICNIbHBIC
PaHIOMU3UPOBAHHBIE KIMHUYECKUE HCCIIEOBAaHUS M CHCTEMaTHYecKHe 0030pbI
UCCIIeIOBaHUM J11000T0 u3aiiHa, 32 UCKIIOUEHHEM PAHOMU3UPOBAHHBIX KIIMHUYECKUX
UCCJIEIOBAHNM, C IPUMEHEHUEM METa-aHaIn3a

3 HccnenoBanust 0e3 MOCIENOBATEIBLHOTO KOHTPOJIS pedEepeHCHBIM METOAOM WU
UCCIeIOBaHUs ¢ pedepeHCHBIM METOJOM, HE SBISIOMIUMCS HE3aBUCUMBIM OT
HCCIEAYEMOIr0 METOJa WM HEPAHIOMU3UPOBAHHBIE CPABHUTEIBHBIC UCCIIEIOBAHUS, B
TOM YHCJI€ KOTOPTHBIE UCCIIEIOBAHUS

4 HeCpaBHI/ITeHBHBIG HCCIICAO0BaHMA, OITMCAHNEC KIIMHUYCCKOIO ClIydas

5 Nmeercs nums 000CHOBaHWE MEXaHU3Ma JICUCTBHS MJIM MHCHHE SKCIIEPTOB




Taoauna 2. lkana oueHku ypoBHeil J0cTOBepHOCTH Aoka3aTeabeTB (YIJ/) niast meronos
NpopMIAKTHKH, JiedeHHs] M peaduauranuv  (NPOPUIAKTHYECKHX, Je4YeOHBIX,

peadWINTAIIMOHHBIX BMENIATE/IHLCTB)

Y Pacummdgposka

1 Cuctemaruueckuit 0630p PKU ¢ mpuMeHneHneM mera-aHaansa

2 Otnenvubie PKU u cuctemaruueckue 0030pbI HCCIENOBAaHUN JIOOOTO Ou3aiiHa, 3a

uckmouenneM PKU, ¢ npumenennem mera-aHannsa

3 HepaH,Z[OMI/IBI/IpOBaHHBIe CPaBHUTCJIbHBIC UCCIICAOBAaHN, B T.4. KOTOPTHBIC UCCIICAOBAHU A

4 HeCpaBHI/ITeHBHBIG HCCIICAO0BAaHMA, OITMCAHUC KIIMHUYCCKOIO CiIy4das UJin CCpuun Ciiydacs,

Hucciaca0oBaHUs ((CJ'Iy‘I&fI-KOHTpOJ'IB»

5 Nmeercss numb 000CHOBaHME MEXaHW3Ma JCHCTBHS BMEIIATENbCTBA (JOKIMHHUYECKUE

I/ICCJIG,Z[OBaHI/IH) HJIM MHCHHEC SKCIICPTOB

Taoauna 3. Hlkana onenku ypoBHeil yoeaureabHocTH pexkomenaanuii (YYP) nias meronos
npopUIaAKTUKH, [JMATHOCTHUKHU, JiedeHusi M peadmwautauuu (MpopUIAKTHYECKHX,

AMATHOCTHYECKUX, Je4yeOHbIX, PeaduIMTAINOHHBIX BMEIIATEIbCTB)

YYP PacmugpoBka

A | CunpHas pekoMeHnanus (Bce paccMaTpuBaeMble KpUTepud 3PGHEKTUBHOCTH (MCXOIBI)
ABIIAIOTCS Ba)XKHBIMHU, BCE MCCIEAOBAaHUS HMEIOT BBICOKOE WIIU YAOBIETBOPUTEIHHOE
METOJIOJIOTUYECKOE KayecTBO, MX BBIBOJBI IO HHTEPECYIOLUIUM HCXOJIaM SIBISIFOTCS
COTJIACOBAHHBIMU)

B | YcrnoBHas pexkomeHnamus (He BCe paccMaTpuBaeMble KpUTEpUH IPHEKTUBHOCTH
(ucxompl) SABISIOTCS BAXKHBIMH, HE BCE HCCIEJOBAHUS HMMEIOT BBICOKOE WU
YIOBJIETBOPUTEIBHOE  METOJOJOTMYECKOEe  KadecTBO W/WIM  HUX  BBIBOABI IO
MHTEPECYIOIIUM UCX0JIaM HE SIBJISIFOTCS COINIACOBAHHBIMN)

C Cnabass pexkoMmeHmanusi (OTCYTCTBHE JIOKa3aTelIbCTB HAAJIeXKaIIero KadecTBa (Bce
paccMarpuBaemble KpuTepuu 3(G(HEKTUBHOCTH (MCXOMIBI) SIBISIOTCS HEBAXXHBIMH, BCE
UCCICOOBaHUA HWMCHOT HH3KOEC METOHOJIOTHYECKOEC KadYeCTBO MW HUX BbIBOJAbLI II0

HHTCPCCYIOIIUM UCXOAaM HEC ABJIAKOTCSA COFHaCOBaHHBIMI/I)

IHopsinok 00HOBJIEHUS KJIMHUYECKUX PeKOMEHAalM i

MexaHu3M OOHOBJIEHUSI KIMHUYECKUX PEKOMEHIAIUN MPEAYyCMAaTPUBAECT UX CHCTEMATHYECKYIO
aKTyaﬂmaumo — HC pe>1<e YeM OOIUH pa3 B TpI/I roga, a TakKxke HpH TIOSBJICHUHU HOBBIX JAHHBIX C
IIO3UIInU HOKaBaTeHBHOﬁ MCIOUIIUHBI 110 BOHpOC&M JUArdHoCTUKH, JICUYCHUA, HpO(l)I/I.HaKTI/IKI/I n
peabuIuTaIii KOHKPETHBIX 3a00JI€BaHU, HATMYUU OOOCHOBAHHBIX JOTIOJHEHUN/3aMeYaHUN K

panee yrBepxa¢HHbIM KP, HO He wamie 1 pa3a B 6 MecsIes.
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Ipuaoxenue A3. CipaBouHble MATEPHAJIBI

1. Ilpukaz MunHHCTEpCTBA 3ApaBOOXPAHEHUSI U coluaibHOro pasButusi PO ot 16 anpens
2012 r. N 366H «OO0 yTBepxnenun [lopsiaka okazaHus MeIUaTPHICCKON ITOMOIIIH,;

2. Tlpuka3 MunzapaBa Poccun ot 24.12.2012 N 15370 «OO6 yTBepKACHHUU CTaHIapTa
CHELUAIN3UPOBAHHON MEIULMHCKOM IOMOIIM IIPU XPOHUYECKOM BOCHAIUTEIBHOU
JeMUCTTMHU3UPYIOMIEeH ToJuHeBponaTun» (3apeructpupoBaHo B Muniocte Poccun
01.04.2013 N 27954);

3. Ilpukaz Munucrepctsa 3apaBooxpanenusi P® or 14 gexabps 2012 r. N 10471 "O6
yrBepkaeHnn [lopsiaka oKkazaHust MEIUIIMHCKOM TOMOILIM JEeTsIM 10  MpOoduIIo
"HeBpostorus" (C U3MEHEHUSIMH U JTIOTIOJITHCHUSIMH )

4. Nevo Y., Topaloglu H. 88th ENMC international workshop: childhood chronic
inflammatory demyelinating polyneuropathy (including revised diagnostic criteria),
Naarden, The Netherlands, December 8-10, 2000. Neuromuscul Disord 2002;12(2):195-
200.

5. Van den Bergh P.Y., Hadden R.D., Bouche P. et al. Joint Task Force of the EFNS and the
PNS. European Federation of Neurological Societies/Peripheral Nerve Society Guideline
on management of chronic inflammatory demyelinating polyradiculoneuropathy: report
of a joint task force of the European Federation of Neurological Societies and the

Peripheral Nerve Society: First Revision. J. Peripher. Nerv. Syst. 2010; 15: 1-9.
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Ipuinoxenue b. Ajaropurm geiicTBMi Bpaya

TTanwment ¢ nonospenueM Ha XBJ/II1
TocTerennoe PazBHTHE MEIMEeYHOH clabocTH MMM ITogBIIeHe paccrpoi’lc‘m HYECTEHTENBEHOCTH 1O
TTOMHMHEEPHTHYECEOM Y THITY B TEUEHIE HE MEHES 2x MECALIEE

l

Ipoeenerne SHMI nma monTEepKoeHN DeMHEIHHI3HPYIOMEr0 TUIIA [TOPaKeHUA
nepidepHuecKx HEPEOE HOT M/HIN PYK

l

HermodeHue pyrix EO3MOMEHEL IIPHHHH Pa3BUTHA JeMHETHHN3NPYIOMET0 [TOPaKeHNE
nepudeprtecky Hepeok kpoMe XBTT

!

CooTEeTCTEME CHMIITOMOE [TAlHeHTa KIMHITeCKMM, 3IeKTPOMHOrpadiaeckuM |, IIPH HeoOXOTHMOCTH,
TIOAAEPKUE AFMUM KpUTepHaM auarHoctir X8I

l

Muymars natoredetndecroro gedennd ABIII — BB wrun KCT per os

OtcyrctBne l abbexra Honom’reanbIﬁl sbderra
Couetannoe mpumenenne BBUT u KCT per os Kymupopaume cUMITOMOE, peMUccua 3abomnesanm
OtcyTcTENE l stberTa l
Tpyenenne [P - Habmonenne neeponora
OtcycTBNE l abberTa PazeutHe l obocTpeHna
- [lepecmoTp QuUarHO3a, HO €CIH JHArHO3 BepeH Jleuenne obOCTPEHNE [TATOrEHETHHECKIMH METOIAMI
} |
TlprMeHeHNEe MMMYHOCYTIPECCHEHOI Tepartim . Kynupoeanne cHMITOMOE, peMICCHA 3a00MeBaHA
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IMpunoxenue B. Uudopmanus 11 naumeHra

OnpenejaeHue ¥ YNUIEMHOJIOTr NS

XpoHWYECKass BOCHAJIUTENbHAS JAeMHUEIMHU3UpYIoMas mnoiauneponatus (XBIII) -
3a0onieBaHue nepudepruueckux HEpBOB ayTOMMMYHHOM NMPUPOAbI, MOpakarolee Kak B3pOCIbIX,
Tak W jered, koropoe o0baHO Koaumpyercs B MKDB-10 mmdppom G61.8 (Hpyrue
BOCHIAJIUTENbHbIE TOJTUHEUPOIIATHUH).

Pacnpoctpanennocte XBJIII cocraBnsier y nereir 0,48 na 100 000 nHaceneHus, 4To
COOTBETCTBYET OMpEAeIeHUI0 peakux (opdaHHbIX) 3a00jeBaHU (T€X, KOTOPHIE HMEIOT
pacnpocTtpaneHHOCTh He 6osee 10 cmyyaeB Ha 100 ThICSY HaceTIEHUS ), UYTO 3aKPEIJICHO B PaMKax
®enepanbHoro 3akoHa Ne 323- @3 ot 21.11.2011 «O6 ocHOBax OXpaHbI 3A0POBbS I'paxkJIaH B
Poccuiickoit @enepanun». B pesynbrate ununuatuBel OI'AY «HMMUL 3n0poBbst nereit»
Munszapasa Poccun u mopzep)kke riaBHOTO BHEIUTATHOIO JETCKOTO CIELHAINCTa HEBPOJora
Munsapasa Poccun B.M. I'y3eBoii 3a6oneBanne XB/IIT 6bi10 BrimoueHo B Ilepedens peaxux
(opannbix) 3aboneBaHui UIL  pa3sMelleHMs Ha oOQHIManbHOM caiite MuHHCTEpCTBa
3npaBooxpanenus Poccuiickoit deneparuun (ooHoBIeHHUE OT 15.05.2019).

ITHOJIOTHS

IIpnuuner passutus XBJ/III B Hacrosmiee BpeMs A0 KOHLA HEWU3BeCTHBHI. [Ipu sTom
3a00JeBaHUM BO3HHMKaeT cOOil B paboTe MMMYHHOH CHUCTEMBI, 3aIlyCKalOTCs ayTOMMMYHHBIE
BOCTIAJIUTENbHBIE MPOLIECCHI, MPUBOIAIINE K MOPAKEHUIO 000JIOUKH Nepuepudeckux HEpBOB.
OTO NPUBOAUT K SIBJICHHUIO JAEMUETMHU3ALUN MOPAXKEHHBIX HEPBHBIX BOJIOKOH, KOTOPOE MOKET
HaOIOaThCsl HA JIIOOOM OTpe3ke MeprudepruvIecKoro HepBa OT CIIMHHOMO3TOBBIX KOPEIIKOB 0
€ro AUCTaJIbHBIX YYaCTKOB.

Cumnrombl XB/1I1

XBAII mopaxkaer JuI] Kak MY>KCKOTO, TaK M KEHCKOTO IO0Jia U MOXET HaYMHAThCA
MIPaKTUYECKH B JIIOOOM BO3pacTe.

OcHoBHbIM  mposBieHueM XBJIII sBiserca pa3BUTHE NIPOrpecCUpPYyIOUIEH, B
OOJIBIIMHCTBE CIyyaeB, CUMMETPHUYHOW CJIa0OCTH HOT M pyK. HapylueHus ABWKEHMH, Kak
MPaBWJIO, COYETAIOTCS C YYBCTBUTEJIBbHBIMU PACCTPOMCTBAMHU. Y JI€TE€H dYalle BCEro IepBbIC
MposiBIIEHUS! O0JIE3HU CBSI3aHBbI ¢ U3MEHEeHUeM Noxoaku (10 95% cnyuaes). XB/II1 naunnaercs
UCTIOABOJIb WM MOJOCTPO W IMPOTEKAET C XPOHHUYECKUM MPOrpeccHpoBaHUEM (MOHO(A3HBIH,
MPOTPECCUPYIOLTUI TUT TEUEHUs) WK ¢ (hazamu OOOCTpEeHUS, MIAIIMMUCS Oonee 8 Henenb, u
peMuccun 3aboJsieBaHMS (PEMUTHPYIOMUKA TUIN TedeHHs1). [lpw TspKemoM TedeHWH OOJIe3HH
peOEHOK MOXKEeT MepecTaTb XOAWTh M Jake MOTEpsSITh HABBIKM CaMOOOCIYKMBaHHS H3-3a

BBIPa)KEHHON CIIA0OCTH MBIIIIII.



Jinarnocruka XBJII

Jns mocranoBku nuarHoza XB/III BaxHO HaWTH COOTBETCTBHE OCHOBHBIX MPOSBICHUN
3a00JIeBaHUS C JaHHBIMH CIICIIUATBHBIX METOJOB HCCIEAOBAaHUSA — JJIEKTpOHEHpomuorpaduu,
MPT HEepBHBIX CIUIETEHUN C KOHTPACTHBIM YCUJICHHEM, PE3yJIbTaTaMH JTIOMOATbHOMN IMyHKIUH 1
T.4. KpaiiHe BaXHO HCKIIOUUTH Jpyrue 3aboieBaHMs, KOTOpPbIE MOTYT COIPOBOXKAATHCS
pa3BUTUEM JEMUEITMHU3ZUPYIOLIEN TTOJIMHEUPOIIaTUH.

Jleuenne XBJII

Jleuenne XBJIII mocratouHo cnmokHas 3amava. B Hactosmee Bpemsi OOIMIETIPUHSATHIM
CUMTAETCS UCHOJIb30BaHUE UMMYHOMOYJINPYIOLIETO JIEYEHUS, KOTOPOE BKIIIOYAET NPUMEHEHUE
TpEX OCHOBHBIX MOAXOJOB — KypPCOBOM BHYTPHUBEHHOM HMMYHOTEpAllUU C NPUMEHEHUEM
CTaHJApTHOTO YyeloBeueckoro nMMmyHornoOynuaa (BBUIY) ¢ BeicokuM conep:kanueM (He MeHee
95%) nMmmyHornoOynuHa kiacca G, KOPTUKOCTEPOUIHOW Tepamuu, Iuiasmadepesa. BozmoxxHo
WCITOJIb30BAHNE KAXJA0T0 U3 MEPEUNCICHHBIX BBIILE METOAOB OT/IEJIbHO UM B COYETAHUU JIPYT C
npyroM. MccrnenoBaHus MOCIETHUX JIET MOKasbIBaloT, uro y jgereid ¢ XBJII GombmImHCTBO
aBTOPOB B KAayeCTBE CTAPTOBOM Tepamuu MNpeanodutaroT mnpuMeHars BBUMI. Tak B
aMEpPUKAaHCKOM HCCieIoBaHuM, omyonukoBanHoM B 2017 romy, y aereit ¢ XBJIIT Bo Bcex
cinyvasx jedeHue HaumHamu ¢ BBUI. B 80% cmyuaeB neuenme BBUI' maBano xopommit
abdexkr. B kadecTBe BTOPOl JIMHUU WCHOIB30BATH IEPOPATBHBIE KOPTHUKOCTEPOUIBI
(mpepam3onoH B Tabnerkax). Tombko y 10% mnamueHToB OBUIO HEOOXOJUMO MPUMEHEHHE
miasmadepesa. B anrmiickom wuccnenoBanun 2018 roma w3 lLleHTpa HEpBHO-MBIIIICUHON
natojoruu uMmeHu V. Dubowitz y gereir ¢ XB/III craptoBanu ¢ naznauenus BBUIL' B 90,5%
CJIy4aeB, Y OCTAJIBHBIX JIETeH Tepanuio HAYMHAIH C PEAHU30I0Ha B TabneTkax. [IpoueHT neteit,
KTO Xxopomio cpearupoBasi Ha Jseduenue BBUIT cocraBun 68%. Ilpu HemocTtaTouHOU
spdextuBHOcTH BBUIT B KauecTBe BTOPOM JHMHWUM TaKXKE HCIIONIB30BAIM TEPOPATbHBIC
KopTuxkocrepousl. B 9,5% ciiydaeB Ob11 HCTONB30BaH miia3Madepes.

Ho umeercs xareropus ManMeHTOB, KOTOPbIE MajlO PearupyroT Ha OMNHUCAHHOE BBIIIE
JICYEHUE WM dTa TEpaIus COMPOBOXKIACTCS 3HAYUMBIMH TOOOUYHBIMH d(dekramu. B atmx
ClIy4asiX MCIOJNb3YIOT HMMYHOCYIpPECCOpHBbIE Tpenaparbl  (a3aTUONPUH, PUTYKCHMAO,
MuKoQeHos1aTa MOGETHI U JIp.).

O01ue peKoMeHIAI N

IIporno3 XBJII 3aBUCHT OT BBIPaXKCHHOCTH KIMHMYECKUX IIPOSIBICHUM M OTBETa Ha
MMMYHOMOAYJMpylolee jedeHue. Y aered npornos npu XBJIII MOXkHO cuuTaTh OTHOCUTENIBHO
OnaronpusaTHeIM. bonbmHcTBO nanueHToB (70-90%) oTBevaroT Ha crnenupUYecKylo Tepanuio,
HA3HAYCHHYIO BOBPEMs, B AJCKBAaTHBIX [03aX M II0 PEKOMEHIyeMbIM cxemaM. Bo MHorux

CIy4asiX yHOaeTcsl JOCTHYh CTOMKOH MEIWKaMEHTO3HOW pemuccud. Yacth OONBHBIX,

38



MOJyYMBIIUX JUIMTEIBHYIO TMAaTOr€HETUYECKYI0 TEpamuio, MOTYT HaxoJuThcsi Oe3 mpuema
JIAHHBIX IIPENAPATOB JOCTATOYHO MPOJOIKUTEIBHOE BPEMSL.
Ha6monenue 3a pedbenkom ¢ XB/IIT 10mKHO OCYIIECTBATCS HEBPOJIOTOM HE pexe 2 pa3 B

roJi, JaKe B IIEPUO] PEMHICCHH.
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Ipuaoxenue I'l. Kpurepun nnarnocruxku XBJII y nereii

HasBanme Ha pycckom si3bike: JleTckas XpOHHWYECKash BOCHAIUTENbHAS ACMHEITUHUZUPYIOIIAs
NOJIMHEBpOIIATHs (BKJIIOYAs MEPECMOTPEHHBIE MEXAYHApOJIHBIE TUArHOCTUYECKHUE KpPUTEPUHU
2000 roma)

OpurunanpHOoe Ha3BaHue (eciu ecTh): 88th ENMC international workshop: childhood chronic
inflammatory demyelinating polyneuropathy (including revised diagnostic criteria). 2000.

Hctounuk (opuuuanbHbli callT pa3zpaboTumkoB, nyOnukanus c¢ Banuganuer): Nevo Y.,
Topaloglu H. 88th ENMC international workshop: childhood chronic inflammatory
demyelinating polyneuropathy (including revised diagnostic criteria), Naarden, The Netherlands,
December 8-10, 2000. Neuromuscul Disord 2002; 12(2): 195-200.

Tun (MoT4epKHYTH):
- IKaJIa OIICHKU
- HHJCKC

- OTPOCHHK

- npyroe (YTOYHUTE): KPUTEPUU TUATHOCTHKH

Oo0s3aTe/IbHbIE KIMHNYECKHE IPU3HAKHU:

1. IlporpeccupoBaHre MBIIIEYHON CIa0OCTH B MPOKCHUMAJBHBIX U AUCTAJIbHBIX MBIIIIIAX
BEPXHUX M HIKHUX KOHEYHOCTEH B TeueHHWE HE MeHee 4 Heleiab WIM KOrja UMeeT
MeCTO OBICTpO€ MporpeccupoBaHue (MOJO00HO pa3BUTHIO cuHApoma [ wmiiena-bappe),
COTPOBOMKAAIOIIEECS PEIUINBUPYIOIIUM WJIH 3aTsDKHBIM TeueHueM (Oonee 1 roma);

2. OTcyTCTBUE CYXOKUIBHBIX peIECKCOB HIIM UX CHUXKECHHE.

OcHoBHbIE J1a00paTOPHbIE NPU3HAKM:

1. Onexkrpomuorpaduyeckue KpUTEPHH;
2. JanHble MoMOaTHHON MyHKIIHNH,

3. Pesynbprarsl Ouorncuu HepBa.

Memynaponﬂble NEPECMOTPCHHDBIC THATHOCTUICCKUEC KPUTCPHUU

XBJIII nas gereii 2000 r.

JlocToBepHBIN TUarHos3 1) OO6s3arenbHbIe KIMHUYECKUE TPU3HAKN
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XBAII 2) DnextpomuorpapuuecKkue MPU3HAKA U JIaHHBIE

TIOMOQIbHON MYHKIIMH

Bepostheiit auarno3 XB/II 1) OO6s3arenbHbIE KIMHUYECKUE TPU3HAKN

2) Opwun u3 3-x 1a00paTOPHBIX MPHU3HAKOB

Kpurepuu nckiawodenus XBAII

l. KnuHuyeckue TpU3HAKKM WM aHAMHE3, XapakTEepHbIE ISl  HacCJIEeACTBEHHOM
Helporatuy, Jpyrux 3a00JeBaHMN WIM BO3JCUCTBUS JIEKAPCTB, WJIM TOKCHHOB,
KOTOpBIE, KaK U3BECTHO, MOTYT OBITh IPUYMHON Nepudepuyeckoil HelponaTuu;

2. JlaGoparopHble maHHbIC (BKJItouas Oworicuio HepBoB wim aHanu3 JIHK), koropsie
CBHUJICTEJILCTBYIOT O IPYTroi 3THOJIOrUH, oTiindHOo oT XB/I1;

3. DOnexkrpomuorpaduyeckue TMpPU3HAKKM HapyIICHHs HEPBHO-MBIIIEYHON Iepeaayd,
MIEPBUYHO-MBIIIEYHOTO THIA MOPAXKEHUSI WIM MOPAKEHUS MOTOHEMPOHOB INEPEAHMX

PpOroB CIIMHHOT'O MO3ra.

duiekTpomuorpapuyeckue kpurepuu XBJIII
JloioKHBI OBITH BBISBIICHBI, IO KpallHEH Mepe, TpU W3 CICAYIONIUX YeThIPEX OCHOBHBIX
HapyIIECHUH NMPH TECTUPOBAHUM JIBUTATEIbHBIX HEPBOB (MJIM 2 OCHOBHBIX KPHUTEpHUS ILIIOC 2

MOICPKUBAIOIINX KPUTEPUS):

OcCHOBHbIE KpUTEPHH:

1. Omnpenenenue 0J0Ka MPOBEICHUS WIH MPU3HAKOB BPEMEHHOW JUCTICPCHUU B OJTHOM HIIU

HECKOJIbKMX JIBUTATEIbHBIX HEPBAX B MECTaX, HE MOABEPKEHHBIX KOMIIPECCUU

bnox npogedenusi: orMeuaercs, Koraa, mo KpaiiHeil mepe, umeercs 50% maneHue
IJIOIIAM HEraTUBHOIO Nuka M-oTBeTta win aMmuintyasl M-oTBeTa, U3MEpPAEMON OT IUKA J10
IIMKa, NPOKCUMAJIbHOIO OTBETAa IO CPABHEHUIO K JHCTAIIBHOMY, €CIH JJINTEIbHOCTh
HEraTUBHOI'O IHMKa IpOKcHMMalbHOro M-oTBera cocraBisger MeHee 130% umrenbHOCTH
JUCTaIbHOTO M-0TBeTA;

Bpemennas oucnepcus: cuutaercss yBeNIWYEHHOW, €CIU AJIUTEIBHOCTh HETATUBHOTO
MKa MPOKCUMaIbHOTO M-0TBeTa cocTariseT 6onee 130% OT AIUTETLHOCTH JUCTATBHOTO M-
OTBETA.

Pexomennarmu: a) 670K MPOBEACHHUS U BPEMEHHAsl JHUCIIEPCUS MOTYT OBITh OLICHEHBI

TOJIbKO B HEpBaX, IJie aMIUTUTY/la JUCTalIbHOrO M-oTBeTa coctaBisier 6oiee 1 mB; 6) Bcerna
CJIeTyeT UCIOJIb30BaTh CYNPaMaKCUMAIbHYIO CTUMYJISIINIO.

2. CHmxeHHue CKopocTH pactpoctpanenust Bo30yxaeHus (CPB) B nByx u 6onee HepBax:
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meHee 75% ot cpenHero 3HaueHuss CPB oT Bo3pacTHON HOpPMbI MUHYC 2 CTaHAAPTHBIX
oTkJoHeHus (SD);

YBenuueHne IUCTaIbHOM JIATEHTHOCTH B JBYX WM Oojee HepBax: Oosee 130% ot
CpPEIHET0 3HAYEHHUs OT BO3PACTHOM HOPMHBI IUTIOC 2 CTaHAAPTHHIX OTKIOHEHUS (SD);
OtcyrctBue F-BONMH WM yBelWYE€HHWE MHUHUMAIbHOM JaTeHTHOCTU F-BOJIHBI B ABYX
i 6onee HepBax: O6osee 130% OT cpeaHero 3HaYeHUs OT BO3PACTHON HOPMBI ILTIOC 2
CTaHJAPTHHIX OTKJIOHEHUA (SD).

PexomMmenmanmm: HUCCICI0OBAaHUEC BOJIHBI F JOJIXKHO OBITE IMPOBCACHO KaK MUHUMYM IIPpU

10 ctumynax.

HHonnepxkuBaomue KpUTEPpUU:

[Ipu otcyTcTBUM OJIOKa TPOBEICHUS, CIEIYIOIIME H3MEHEHHBIE 3JIEKTpOMHOrpaduyecKkue

napameTphbl YKa3bIBalOT Ha HepaBHOMepHoe 3ameieHue CPB u, Takum oOpazom, Ha Hamu4yne

npruoOpeTeHHON HeWpoaTHH:

1.

aMIUTUTyJla CEHCOPHOTO TMOTEHLHaNa JEeWCTBHUS CPEAMHHOTO HEpBa  SIBISETCS
CHIDKEHHOH, B TO BpeMs Kak aMIUIMTyJla CEHCOPHOTO TMOTEHLHANa JEeHCTBUS
MKPOHO>KHOTI'0 HEPBA SABJISIETCSI HOPMAIbHOM;

HapylIeHHe WHIEKCa MUHUMAIbHOU naTeHTHOCTH (TLI);

yBenuueHue pasHuipl 6onee 10 m/c B CPB mo aBurarenbHbIM BOJOKHAM MEXKITY
HEpBaMHU BEPXHHUX WJIM HUKHUX KOHEUHOCTEHN WU MEXKIY Pa3HbIMU HEpPBAaMHU OJHOU U
TOM K€ KOHEYHOCTH, HAlpUMEpP, MEXAY JIEBbIM CPEAVNHHBIM W JIEBBIM JIOKTEBBIM
HEpBaMU WJIM MEXIY OJIUH U TEM K€ HEPBOM C Pa3HbIX CTOPOH, HAPUMED, JTOKTEBBIM

HCPBOM CJICBA U CIIpaBa.

HccnenoBanue nepedpocnuHaabLHOM :xkuakocT npu XBJIIT

benok B LICXK 6onee 35 mr/geuunurp;

Yucro kiaetok Menee 10/mm>.

Jlannble Ouoncum Hepsa npu XBII

buoncus HCpBA BBIABIIACT npeo6nanafomne IMPU3HAKHU JCMHCIIMHU3 AU,
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Ipuaoxenue I'2. Kpurepuun nnarnocruxku XBIII (moapocTku U B3pocJibie)

HasBanue Ha pycckom si3bike: «PekoMeHaanuu mo IMarHoCTUKE XPOHUYECKON BOCHATUTEIbHOM
JEeMUEIUHU3UpYIOIIed noiauHeBponatuu  EBponelickorn  @Denepauuu  HeBpomornueckux

coobuiects/ ObmiecTBa 3a001eBanuil nepudepudeckux HepBoB. [lepsrlit mepecmotp, 2010%.

OpurunnanpHoe  Ha3Banue (ecmm  ectb): "European  Federation of  Neurological
Societies/Peripheral Nerve Society Guideline on management of chronic inflammatory

demyelinating polyradiculoneuropathy. First Revision, 2010".

Hcrounnk (ohUIMaIBbHBIN CalT pa3paboTYNKOB, MyOnuKarus ¢ Baauaamnuei): Joint Task Force
of the EFNS and the PNS. European Federation of Neurological Societies/Peripheral Nerve
Society  Guideline on  management of chronic inflammatory  demyelinating
polyradiculoneuropathy: report of a joint task force of the European Federation of Neurological
Societies and the Peripheral Nerve Society: First Revision. J. Peripher. Nerv. Syst. 2010; 15: 1-
9.

Tun (MoaYepKHYTH):
- IIKaJa OIECHKU
- WHJICKC

- OTIPOCHUK

npyroe (YTOYHUTE): KPUTEPUN TUATHOCTUKHU

Kaununyeckue nuarnocruyeckue kpurepuu XB/III

(1) HoaTBep:xkaawIINEe KPUTEPUH

(a) Tunuunan popma XB/I1

e XpoHHWYECKas TMPOTPECCHpYIONIas, CTyNeHeoOpa3Has WM  PEIHIABUPYIOIIAS
CUMMETpUYHAs TPOKCUMAJIbHAsI M JUCTAIbHAS CIa00CTh PYK W HOT, B COUYCTAHHH C
YYBCTBHTEIbHBIMHA HAPYIICHUSIMH, PA3BUBAOIASCS B TSUCHUE HE MEHEE 2 MECSIICB;

¢ B03MOXHO OpaKCHHUE YEPEITHBIX HEPBOB;

e OTCyTCTBUE WIH 3HAYUMOE CHUKEHHE PE(IIEKCOB BO BCEX KOHEUHOCTSIX.

(0) Arunuunsnie ¢popmbl XB/ITI

PaccmatpuBaoT onHy u3 cieayoumx (GopM, HO MPU 3TOM CyXOXKHUIIbHBIE pediekchl MOTYT

OBITh HOPMAaJIbHBIMHU B HCIIOPAKCHHBIX KOHCYHOCTAX:




e [IpeumyniecTBEHHO JUCTalbHas XBII (mucranmpHas CAMMETPUYHAs
JNEeMHUENIMHU3UPYIONIasi HeWporaTus)

e AcummerpuuHas  (MyJdbTH(OKanbHas  NPHOOpPETeHHAs  JAEMHUEIMHU3HUPYIOLIast
CEHCOpHasi ¥ MOTOpHas Helponatus win cuaapoM JIstonca-Camuepa)

e @okanbHas (HampuMep, BOBIEYECHHUE IIJICUEBOTO WM TOSCHUYHO-KPECTIIOBOTO
CIUIETEHUsI WJIH TOPaXEHHWE OJHOTO Wiu Oosee mepudeprudecKux HEPBOB B OJHOM
BEpPXHEH WJIM HUKHEW KOHEYHOCTH)

e Yucro MmoTopHas

e UYucro CEHCOpHas (BKITFOUAS XPOHUYECKYIO MMMYHHYIO CEHCOPHYIO
MOJIMPAUKYJIONATHIO,  3aTParuBaloOllyl0  IEHTPAJbHBIE OTPOCTKHM  MNEPBUUYHBIX

CEHCOPHBIX HEUPOHOB)

(2) Kpurtepuu, nckmouaromue XB/III1

e 3HauuMble HapyLIEeHUsS PabOThl CHUHKTEPOB

e bonesns Jlaiima, mudrepus

e [Ipuém nexapcTBEHHBIX NMpENapaToB MM TOKCUYECKHX BELIECTB, CIIOCOOHBIX BBI3BATh
HEBPOIIAaTHUIO

e HacnencTBeHHasi 1eMUETMHU3UPYIOLIAs HEBPOMATH

e MynsTudokansHas MoTopHas HeBporatus (MMH)

e [gM MoOHOKJIOHaNbHAs TaMMONATHS C BBICOKUM TUTPOM AaHTUTEI K MHUENHH-
accouuupoBaHHoMy riukonporenny (MAQG)

e Jlpyrue nmpuyuHbl JEMUEIUHU3NpYIONIEH HeBpornartuu, Bkiawoyas POEMS cunmgpowm,
OCTEOCKJIEPOTHUYECKYI0 MHETIOMY, AHA0ETUYECKYI0 M HEAHMaOeTUYECKYI0 TOSICHUYHO-

KPECTIOBYIO PaJIUKYJIOMJIEKCONATHIO, TUMGPOMY HIIH aMUIOUI03.

POEMS - nonuHeBpomaTusi, OpraHOMETaliisi, YHAOKPUHOIATHS, MOHOKIOHAJIbHBIA MPOTEHH,
KOXHbIC U3MCHCHUA

duekTpomuorpapuieckue kpurepun XB/III

(1) locTroBepHbIil AUATHO3

10 KpaliHe! Mepe, COOTBETCTBYET OJTHOM U3 CIEAYIOIIMUX XapaKTEPUCTHK:

a) yBeNIMYEHHE JIATEHTHOCTH M-0TBeTa Mpu CTUMYJIALIUU B JUCTaIbHOU Touke Ha 50%
u Oojee OT BEpPXHEro Mpejesa HOPMATHBHBIX 3HAUYCHWM B JBYX HEpBax (HO HEOOXOIUMO
UCKITIOYUTHh HEMPOTIATHIO CPEAMHHOTO HEPBa Ha 3aIsCThe BCICICTBUE CHHIPOMA KapmalbHOTO
KaHasa);

0) CHI)KEHHE CKOPOCTH paclpoCTpaHEHUs! BO30YKIEHUS MO ABUTATEIbHBIM BOJIOKHAM

Ha 30% u OoJiee OT HUKHETO TNpesiesia HOPMATUBHBIX 3HAUEHUH B JBYX HEpPBaXx;
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B) yBenmueHue naTeHTHocTH F-Bomabl Ha 20% wu Oonee OT BepxXHEro mpenena
HOPMAaTUBHBIX 3HadeHWI B ABYX HepBax (umum Ha 50% u Oonee OT BEepXHEro mpeaena
HOPMAaTUBHBIX 3HAUEHUM, €CIM aMIUIUTyJa HEraTMBHOrO MHKa JUcCTalbHOro M-oTBeTa
cocrapisieT MmeHee 80% OT HIKHEro Ipejieia HOPMaTUBHBIX 3HAYEHUH);

r) oTcyTcTBUE F-BOIIH B IBYX HEpBax, €CIU MPH CTUMYJISILIAH 3TUX HEPBOB aMIUTHTYIbI
HETaTUBHOTO IMUKA JUCTAIBHBIX M-0TBeTOB cocTaBisitoT 20% 1 Ooliee OT HIIKHErO IMpejaena
HOPMAaTUBHBIX 3HAYEHUH + OJWH JPYrol mapaMmerp AeMuenuHu3anuu (B J1r00OM HEpBe,
YAOBJICTBOPSIOIINMA JTI0OOMY M3 KPUTEPHUEB a-)K) B OJTHOM HJIM 00Jiee IPYTUX HEPBaXx;

1) JOKAJIbHBI ONOK TPOBEACHUS [BUTATEILHOTO HEPBA: CHUKCHHE aMIUIUTYIbI
HETaTUBHOTO MHKa MPOKCHMAIILHOTO M-0TBeTa OTHOCHTENBHO aucTaibHoro Ha 50% u Oonee,
€CJIM HEeTaTUBHBIN MUK AUCTabHOrO M-oTBeTa coctasisieT 20% 1 0oyiee OT HIKHETO Tpeiena
HOPMAaTUBHBIX 3HAYEHUH B JIByX HEpBax WJIM B OJHOM HepBe + OAMH JPYroi mapamerp
JeMUETTUHU3AINH (B JTIOOOM HEpBE, YIOBJICTBOPSAIONINI JTI0OOOMY M3 KPUTEPHUEB a-)K) B OJTHOM
i 6oee Ipyrux HepBax;

€) HaJTM4Yre BPEMEHHOW Jucrepcuu (yBeIHUeHUE JIIUTETHbHOCTH HETraTUBHOTO NTUKa M-
OTBETOB, MOJYYEHHBIX NMPU CTUMYJSIMM B JUCTAIbHOM M Oojiee MPOKCUMAaJIbHOM TOYKaX,
6onee yem Ha 30%) B ABYX U Oosiee HEPBaAX;

) yBEIMYEHHUE UTUTETLHOCTH AMCTAaTbHOTO M-OTBeTa (MHTEpBAI MEXAYy HAdaIoM
MIEPBOr0 HEraTUBHOTO MUKA U BO3BpAIllEHWEM K MU30JIMHUU TIOCIEIHET0 HEraTUBHOTO MUKA) B
OJIHOM U OoJiee HepBax (CpeaAuHHOM > 6,6 MC; JJOKTEBOM > 6,7 Mc; Mamo0epiioBoM > 7,6 Mc;
OospiiebepiioBoM > 8,8 Mc) + OIWH ApYroi mapameTp JeMUETWHU3AIMU (B JIIOOOM HEpBE,

YIOBJIETBOPSIONINH JII0O0OMY U3 KPUTEPHUEB a-K) B OJTHOM HIIK OOJiee IpyruX HEpBax.

(2) BeposiTHBIi TUarHo3

COOTBETCTBYET CJIEIYIONINM XapaKTepUCTHKaM:

YMEHBIIICEHUE AMIUIUTYIbl HETaTUBHOTO NHKA MPOKCHUMaIbHOTO M-0TBETa OTHOCHUTEIHHO
muctanbHoro Ha 30% u Gonee, 3a UCKIIOUEHHEM OO0JIBIIEOEPIIOBOTO HEPBA, €CIIM HETaTUBHBIH
MUK auctaabHoro M-otBeta cocrtaBisier 20% u Oosiee OT HMKHETO Tpenesia HOpMaTUBHBIX
3HAYCHH, B IByX HEPBaX WJIM B OJIHOM HEpPBE + OJIUH APYrod mapameTp ASMHUEITHHU3AIUU (B
T1000M HEpBE, YIOBJIECTBOPSIONINKA JIFOOOMY M3 KPUTEpUEB a-)K) B OJHOM WK OoJjiee JPYyrux

HepBax

(3) Bo3mMo:kHBIH IHATHO3

CooTBeTCTBYET

1100011 U3 XapaKTEPUCTHK (a-Xk) TOCTOBEPHOTO MarHo3a, Ho 00Hapy>KEHHOU TOJIBKO B OJTHOM

HEpBE
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IMoanepxkuBawmue kpurepuu XBAII

1. VYBenuuenue Oenka B 1epeOpPOCTMHAIBHON KHUJIKOCTU MPH YUCIE JICHKOLUTOB MEHEE
10/mm?

2. MPT mnoxka3piBaeT HAKOIUICHHE TaJOJHHHUS W/WIU THUIEPTPOPHI0O KOHCKOTO XBOCTA,
MOSICHUYHO-KPECTIIOBBIX WJIM IIEHMHBIX KOPEIIKOB CIIMHHOTO MO3ra, WIH IJICYEBOTO
WJIU TOSICHUYHO-KPECTLOBOTO CIIETEHUI

3. HapymeHnue 3neKTpo(HU3MOIOTUU CEHCOPHBIX OTBETOB, MO KpalHEH Mepe, B OJHOM
HEpBeE:

a) AMIUTUTyla CEHCOPHOIO MOTEHIMala JAEeWCTBUS HKPOHOXXHOIO HEpBa SBISETCS
HOpPMaJIbHOM, B TO BpeMs KaK aMmIUIMTyJla CEHCOPHOIO NOTEHIMana JIeHCTBUS
CpEeIMHHOTO HepBa (HO HEOOXOAMMO UCKIIOUYUTH HEHPONATHIO CPETUHHOTO HEpBa Ha
3amscTbe BCJEACTBHE CHUHApPOMA KapnajdbHOrO KaHaja) WM JIy4eBOrO HepBa
HapylIeHa

b) Ckopocts pacmpocTpaneHusi Bo30yxkaeHus MeHee 80% OT HIDKHEro mpexaena
HOPMAaTUBHBIX 3HaueHuu (MeHee 70%, €ClM aMIUIUTyAa CEHCOPHOTO MOTEHIMAa
neiictBust Hrke 80% OT HUKHETO Mpezesia HOpMAaTUBHBIX 3HAUCHU )

Cc) VYBenuyeHHE JIATEHTHOCTH COMAaTOCEHCOPHBIX BBI3BAaHHBIX IOTEHIMANOB 0e3
Hannuus 3a0onesanus [THC

4. OOBEKTUBHOE KJIMHUYECKOE YIyYIIEHHWE BCJIEACTBUE WMMYHOMOIYTHPYIOIIETO
JICYCHMUS.

5. Ilpu Ouorncuu HepBa BBIABISAIOTCA YETKHE JOKAa3aTeNIbCTBA JAEMUETMHU3ALUU W/UIU
pEMUENMHU3AIUN Ha AJIEKTPOHHOM MUKPOCKONHUU WJIM MPHU UCHOJIb30BAaHUU aHAIU3a

pacuecaHHBIX HEPBHBIX BOJIOKOH (teased fiber analysis).

JAuarnocruveckue kareropun XBJIII

o EFNS/PNS 2010 rona

HocroBepubiii xuarno3 XB/II1

Kmuanueckue kputepun (1) (a umu 6) u (2) ¢ HaTMYIHEM SJIECKTPOMHUOTPAPUUECKOTO
kpurepus (1)
Kpurepun Beposraoit XB/III + no kpaiiHeil Mepe OAWH MOAEPKUBAIOIINN KpUTEPUI

Kputepuu Bozmoxkuoin XB/IIT + mo kpaitHeld Mepe J1Ba MOAAECPKUBAIOIINX KPUTEPHUS

Bepositubiii nuarno3 XBIT

Knunangeckue kputepuu (1) (a umu 6) u (2) ¢ HaTUYIHUEM SIEKTPOMHUOTPAPUIECKOTO
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Kputepus (2)

Kpurepun Bozmoxxnoi XB/III + no kpaitHell Mepe OuH MOAAEP)KUBAIOIINN KpUTEpUi

Bo3mo:xnbiii auarunos XBJIIIT

Knuanueckue kpurepuu (1) (a wim 6) u (2) ¢ HATMYHUEM 3JIEKTPOMUOTPAGUUECKOTO KPUTEPHS

3)
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Ipuaoxenue I'3. Kpurepuun auarsocTuxku atunuvaubix popm XBIII

HazBanmne Ha PYCCKOM SA3BIKE: «ATHUTINYHASA XPpOHHUYCCKAA BOCHIAJIUTECIIbHAsA
ACMUCIIMHU3UPYIOUIAd IMOJIUHCBPOIIATUA: JUATHOCTHUYCCKUC KPUTCPUH, IMPOrpeCCUPOBAHUC H

oTBeT Ha jieueHue. basa nannbpix no XB/III ntanbsHckoi ncienoBaTenbekoi rpynmsl. 2019».

OpurunanpHOe HazBaHue (ecim ecth): "Atypical CIDP: diagnostic criteria, progression and

treatment response. Data from the Italian CIDP Database. 2010".

Hcrounnk (oduiuanbHbBIA calT pa3padOTYMKOB, myoOnukarus ¢ Baaumanueii): Doneddu P.E.,
Cocito D., Manganelli F., Fazio R., Briani C., Filosto M., Benedetti L., Mazzeo A., Marfia
G.A., Cortese A., Fierro B., Jann S., Beghi E., Clerici A.M., Carpo M., Schenone A., Luigetti
M., Lauria G., Antonini G., Rosso T., Siciliano G., Cavaletti G., Liberatore G., Santoro L., Peci
E., Tronci S., Ruiz M., Cotti Piccinelli S., Toscano A., Mataluni G., Piccolo L., Cosentino G.,
Sabatelli M., Nobile-Orazio E.; Italian CIDP Database study group. Atypical CIDP: diagnostic
criteria, progression and treatment response. Data from the Italian CIDP Database. J. Neurol.

Neurosurg. Psychiatry. 2019; 90(2): 125-132. doi: 10.1136/jnnp-2018-318714.

Tun (moT4epKHYTH):
- IIKaJa OIEHKU
- HHJCKC

- OTPOCHHK

- npyroe (YTOYHUTE): KPUTEPUU TUATHOCTHKH

JAuarsocruvyeckne KpuTepun

JMcTaIbHOM CHMMETPUYHOM AeMUeTHHU3MPYIOLIell HelponaTuu

Oobs3aTe/ibHbIE KPUTEPUH

(A) C unu (b) 6e3 yBenu4eHUs TUCTATLHOM TATEHTHOCTH M-0TBeTa
1. CuMMeTpHrUHbIE YyBCTBUTEIBHBIC WM COYETAHHBIC YYBCTBUTEIHHO-IBUTATEIHHBIC
CHUMIITOMBI, JeOIOTHUPYIONIME C TUCTAJIbHBIX OTIEIIOB HWKHHX KOHEYHOCTEW; HeT

MPOKCUMAJILHOTO BOBJICUEHHUS 10 TUITY O€IpO-TyJIOBUILE-TUIIO. *

JApyrue Bo3MO:KHbI€ CHMIITOMBI:

1. arakcusa, Helpomarmueckas O0O0Jb, CyAOpOTH, TOBBIIIEHHAs  YTOMJISIEMOCTb,

BEIr€TaTUBHBIC CUMIITOMBI, TPEMOP,
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JMCTalbHbIE YYBCTBUTENbHBIC MM COYETAHHBIC UYYBCTBUTEIBHO-IBUTATEIbHBIC
CHUMIITOMBI TIOSIBIIIOTCA TO3Ke (IO KpaifHe wmepe, yepe3 | roxg oT Havana

3a0071eBaHuUs).

Kpurepuii uckioyeHus:

N

[TopaxkeHre YepermHbIX HEPBOB;
HpOKCI/IMaJ'H:HBIG KOHCYHOCTHU, TYJIOBHUIIC, JIUIIO BOBJICUCHBI;
Cnabocth 6€3 CEHCOPHBIX CUMITTOMOB;

CHUMIITOMBI B IMPU3HAKH, HAYMHAIOIIHNECSA B BEPXHUX KOHCUHOCTSX.

JAuarsocruvyeckne KpuTepun

Cencopnoii popmsbi XB/III

Oobs3aTe/ibHBbIE KPUTEPUH

(A) C wmu (b) 6e3 Hapymennst CPB 1o nBurarensHbIM BOJIOKHAM nepu(epruuecKiux HEPBOB

1.

HapymieHust 4yBCTBUTEIBHOCTH (B TOM YMCJE aTakcusi), 0e3 MBIIEYHO# ciabocTH, ¢
MIOJIMHEBPUTUYECKUM THUIIOM HApyLICHUH, ¢ CUMMETPUYHBIM MU ACUMMETPUYHBIM

pacmipenenenuem; *

2. Hapymenust 4yBCTBUTEIBHOCTH MOTYT HaYMHATh MPOSBISATHCS B JIIOOOM MecCTe Telna,
BKJIIOYAs NaTTEPH JJucmanbHol CUMMEMPUYHOU 0eMUeTUHUSUPYIOW el HeUponamuu.
Jpyrue Bo3MOKHbI¢ CHMIITOMBI:
1. Hespomarudeckas 00Jib, MOBBILIEHHAS] YTOMJIIEMOCTb, TPEMOD;
2. Hanuuue 4yBCTBUTENBHBIX PACCTPONUCTB B 0OJIACTH JIHIIA.
Kpurepuii nckiaovenus:
1. JlBurarenbHble HApYIICHUS, BKJIIOYas KpaMIIU U NMOPaKEHUE JIBUTATENIbHBIX YePEITHBIX
HEPBOB;
2. MynbpTuOKaNbHBINA THI pacipeaesIeHUs TOPAXKECHHUS;
3. Hanuuue BereTaTuBHOM JUCHYHKIIUH.
JAnarsocruyeckue KpuTepuu
XPpoHHYECKOH MMMYHHOM CEHCOPHOM MOJIMPATUKYJIONATHH
O0s13aTeIbHbIC KPUTEPUH
1. UyBcTBUTENbHBIE CHMITOMBI C TOJUHEBPUTHUYECKUM THUIIOM HapylIeHHH 0e3
MBIIIEYHOH cltabocTH; *
2. Hopmansnas CPB mo nBurateiabHbIM U YyBCTBUTEIHHBIM BOJOKHAM MEpPUPEPUICCKUX

HEPBOB U OTCYTCTBUE U3MEHEHUN MpHU UTroab4yaTon OMI'.

[Imroc, o xpaliHel Mepe, 1Ba IPU3HAKA U3 TPEX CIEAYIOLIUX:

1.

Hapymenust CCBII e o6ycnoBnennsie nopakennem [THC;
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2. BeoiaBnenue, npu mnpoBeaeHuM MPT ¢ KOHTpAacTHBIM YCUJIEHMEM, HAKOIUICHHS
raJloNUHUST W/WIK TUNEPTPOPHIO KOHCKOTO XBOCTA, MOSICHUYHO-KPECTIIOBBIX WIIH
HICHHBIX HEPBHBIX KOPELIKOB, WM IUIEYEBOIO WM MOSCHUYHO-KPECTLOBOIO
CIVICTCHUIA;

3. TloBelmeHus ypoBHs Oellka B JIMKBOPE MPU HOPMAJILHOM IIMUTO3E.

Kpurtepun uckiarodeHust 4 Apyrue BO3MOKHbIE CHMIITOMBI:

Kax mipu cerncopnoit popme XBJIIT

JAuarsocruvyeckne KpuTepun

Mortopnoii popmbl XBII

O0s13aTeIbHbIC KPUTEPUH

(A) C wu (b) 6e3 napymenust CPB 1o uyBCTBUTETBHBIM BOJIOKHAM MEpUPEPUIESCKIX HEPBOB
1. Mpimevnass cnabocth, 0€3 YyBCTBUTENBHBIX HApYIICHUH, C TMOJUHEBPUTHUYECKUM
TUIIOM HapyLIeHUH, C CHMMETPUYHBIM HJIM ACHMMETPUYHBIM paciipeaesieHuem; *

2. CuMnOTOMBI MOTYT HauaThCs MPOSBIATHCS B JIIOOOM MeCTe Tela.

Jlpyrue Bo3MoOHbIe CHMITOMBI:

1. Kpamnu, noBbIlLIEHHAs YTOMIIIEMOCTb, TPEMOD;

2. IlopaxeHue IBUTaTEIbHBIX YEPEITHBIX HEPBOB.

Kpurepuii uckioyeHus:

1. HapymieHus 4yBCTBUTEIbHOCTH, BKIIIOYAsi CEHCOPHYIO aTaKCHIO;
Hannuue BereratuBHOM nuchyHKIINN;

Heiiponatuaeckast 001b;

Sl

MynbTHhOKATBEHBIN THI pacTIpeACIICHHS TIOPAXKEHUS.

JAuarsocruvyeckne KpuTepun

AcummerpudHoii popmbl XBII uiam cunapoma Jisrouca-Camuepa

O0s13aTeIbHbIC KPUTEPUH

(A) C wu (b) 6e3 6:110ka MpOBEICHUS UMITYJIbCA
1. Hapymienusi 4yBCTBUTENBHOCTH, C MBIIIEYHOW cjabocThio wiam  0Oe3 Hee, C
MyJIbTU()OKATHHBIM THUTIOM pPacCHpelelieHHus] OPaKeHUs (OJTHOCTOPOHHSS (oKambHasT
¢dopma XB/III Brimtouena); *

2. CuMNOTOMBI MOTYT HayaThCs MPOSIBIATHCS B JIFOOOM MECTE Tea.

Jlpyrue Bo3MoOKHbIe CHMITOMBI:

1. Kpammu, TmOBBIICHHAs yTOMIISIEMOCTb, BEreTaTWBHAs JUC(YHKIUSA, aTakcus,
HeBpomaTHu4eckas 00Jib;

2. TlopaxeHue nBUTATENbHBIX U/UIH YYBCTBUTEIbHBIX YEPEITHBIX HEPBOB.
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Kpurepuii nckiaovenus:

1. HM3onmupoBaHHAas MbllIeyHast c1ab0cTh 6€3 HapyIIeHUI YyBCTBUTEIBHOCTH;

2. TlonmHEBpUTHUYECKUIN TUIT HAPYIIECHU.

* — KIMHUYECKUN (DEHOTHUIT TOJDKEH MPUCYTCTBOBATh HE MeHee 1 rojia (BpeMeHHON KPpUTEPHil);

T — ¢dokanbHas gopma XBJ/III ompexnensiercs mpu HAIMYMKM CHUMIITOMOB IHOPa)KEHHUsI HEPBOB
TOJIbKO OJHOW KOHEYHOCTH WJIM HEPBOB JBYX KOHEUYHOCTEH (MICHIIaTepajbHbIe BEPXHSISI U
HIDKHSS KOHEYHOCTH);

CPB — ckopocTh pactipocTpaHeHHUsT BO3OYKICHHUS;

OMI — snekTpomuorpadus;

CCBII — comaTtoceHCOpHbIE BBI3BAHHBIEC MOTCHIUAIBI;

[MHC — nenrpanbHasi HEpBHasi CUCTEMA;

MPT — marHuTHO-pe30HaHCHAs1 TOMOTpadusl.
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Ipuaoxenue I'4. MoaudpunupoBanHnas mkajga Penkuna

HasBanue Ha pycckom si3bike: «MoauduimpoBaHHas mkaina Peakunay.

OpurunanpHoe Ha3zBaHue (ecau ecth): "Modified Rankin scale".

Hcrounnk (opunnambHbIi callT pa3paboTunKoB, myOnukanus ¢ Baauaamnueii): McMillan H.J.,
Kang P.B., Jones H.R., Darras B.T. Childhood chronic inflammatory demyelinating
polyradiculoneuropathy: combined analysis of a large cohort and eleven published series.

Neuromuscul. Disord. 2013; 23(2): 103-111.

Tun (MoaYepKHYTH):

IKaJ1a OLICHKU
- UHJIEKC
- OMPOCHUK

- npyroe (yTOUYHUTB):

MoandguunupoBanHas mkana Penkuna:

1 - Jerkue CHUMNOTOMBI, KOTOpbIE HE MeMAaKT padore, ydede WIM BHEYUYCOHOU
ACATCIIbHOCTU

2 - He3HAYUTEIbHAA HUHBAJIUAHOCTH (T.e. pe6eH0K OTKas3aJICA OT OAHOTI'O HUJIN HECKOJIBbKHNX
BUJIOB JICATEIHHOCTH), HO CIIOCOOEH BBHIMOIHATH BCE BO3pACTHBIC (DYHKIIMU MO YXOAY 3a cO0O0i
(T.e. omeBaThCs, €CTh) W CJOXHBIE 3a7aud (Hampumep, HE H3MEHWJICS TIOYEPK, MOXKET
MPUTOTOBUTH MUIILY C YYETOM BO3pPACTa)

3 - yMepeHHble CUMNOTOMEI (T.e. PeOCHOK BCE €IIe MOXKET XOJUTh CaMOCTOSITEIBHO
(MOxeT moTpeOOoBaThCA TPOCTh WM XOIYHKH), HO TpeOyeT MOMOIIM IJisi COOTBETCTBYIOIINUX
BO3pACTy 3a7a4 (CMOTPEThH BBIIIIE))

4 - cUMNITOMBI CpeHEH M TSHKEJIOW CTENEeHU TsHKECTH (T.e. peOCHOK HE MOXKET XOIUTh
(Tpedyercss poaMTeNb W/MIM WHBAIWAHAS KOJSICKA) MU HE MOXKET BBINOJHATH BO3PACTHBIC
(GyHKIMU IO YXO1y 3a co00it

5 - TspKenasi MHBAJTUAHOCTH (T.€. MalueHT MPUKOBAH K MOCTENH U TpeOyeT MOCTOSHHOTO
yX0/1a), MOXET MOTPeOOBATHCA UHTYOAINS 1 MEXaHUYECKast BEHTHIISIIHS

6 — cMepTh
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[Mpunoxenune I'S. Jdudpdepenunmansuas auarnoctuxka XBJIII y ngerein ¢
MOJIMHEBPONATUSIMH APYIroro reHe3a

IHonuueBponaTust

IHMI'

KomMmenTapwuii

1) HacaeacTBeHHbIe JeMUETUHUUPYIOLINE HEBPONATHH

Hacnencreennas
MOTOPHO-CEHCOPHAasI
HeBpomnatuu 1 tuna
(HMCH 1 tumna)

Her nocroBepHbIx
pasinuui
Helpodu3noIornyeckon
kaptunsl npy HMCH 1 n
XBAIL.

I[lpu HMCH 1
PErUCTpUPOBATHCS
0COOEHHOCTH:

MOTYT

® PE3KOE YBEIINUEHNE
JIaTeHTHOCTEH M-0TBEeTOB
u 3ameayeane CPBw;

® PEIKO PETUCTPUPYIOTCS
MoTtopHbie bII,
JUCTIEPCHUST MOTOPHBIX
OTBETOB.

OtrMeuaroTcss HE XapakTepHble s

XB/II nposiBiieHus:

® 3aMCJJICHHOC
«J1I00POKAYECTBEHHOE» TCUCHHE

® OTATOUICHHBIN CEMEHHBIN aHaMHE3

® KOCTHO-CYCTaBHBIC AehopMaIuu

® JIMCTAIbHBI TATTEPH MBIIICYHOMN
crnabocTu

e HOpPMaJIbHOE COJepKaHue Oenka B
JIUKBOPE

¢ OTCYTCTBUC 3HAYMMOI'0 OTBCTA IpHU

[IPOBEACHUU MIaTOT€HETUYECKON
Teparnuu
Onpenensrommumu SABJISIIOTCSA
pe3yabTaThl MOJIEKYJISIPHO-

TCHETUYCCKOI'O OGCHGI{OB&HI/IH

HacaencrBennas
MOTOPHO-CEHCOPHasI
HEBpomnaTuu 3 Tuna
(HMCH 3 Tumna)

Het nocroBepHbIX

paznuuui

HEHPOPU3HOTOTUIECKON

kaptunbl npyu HMCH 3 u

XBII.

IIpu HMCH 3 wmoryt

PEruCTpUPOBATHCS

OCOOCHHOCTH:

® PE3KOE YBEIINUEHNE
JIaTeHTHOCTEW M-O0TBETOB
u 3amennenue CPBm
(menee 15 m/c);

® PEIKO PETUCTPUPYIOTCS
MoTOpHBbIE bII.

OTMedaroTcsi HE XapaKTepHbIC ISt

XBAII nposiBieHus:

e paHHEe HavaJo 3a00JICBaHUS

® 3aMCJJICHHOC
«10OpPOKAYECTBEHHOE)» TCUCHUE

® OTATOUICHHBIN CEeMEHHBIN aHaMHE3

® KOCTHO-CYCTaBHbIE iepopManuu

® JIMCTAIbHBI MATTEPH MBIIICYHOMN
crnabocTtu

e runeprpodus
HEPBOB

nepudepruIecKux

e HOpMaJbHOE COJCp)KaHHE Oeika B
JUKBOPE

¢ OTCYTCTBUC 3HAYMMOI'0 OTBCTA IpHU

[IPOBEACHUU MIaTOT€HETUYECKON
Teparuu
Onpenensrommumu SBJISIIOTCSA
pe3yabTaThl MOJIEKYJISIPHO-

TCHETUYCCKOI'O OGCHGI{OB&HI/IH

HacaencrBennas
MOTOPHO-CEHCOpHas
HEBpPOTIATUHU c

X-

Her
paznuuui
HEHPOPU3HOTOTUIECKON

AOCTOBEPHBIX

OtmeuaroTcss HE XapakTepHble s
XBAII nposiBieHus:
® 3aMe/JIEHHOE




CLECILUIEHHBIM tunom | kaptunbsl npu HMCH ¢ X- «100pPOKAaYECTBEHHOE) TCUCHHUE
HaCJIEI0BAHUS CLEIIJICHHBIM TUIIOM | ® [IPEUMYLIECTBEHHO OOJIEIOT JHIA
Hacienosanus u XB/IIL MY>KCKOT'O TTOJIa
e Oonblliee MOpPaKEHUE CPEAMHHOTO
HEpBa, 4YEM JIOKTEBOTO
e B03MOXHO BoBJieueHue [IHC
® JIMCTAIbHBI TATTEPH MBIIICYHON
ciaboctu
® OTCYTCTBHE 3HAUMMOI'O OTBETA MpPHU
MPOBEACHUU MaTOreHeTUYECKOU
Tepanuu
Onpeaensronmmu SIBJISIFOTCSA
pe3yIbTaThI MOJIEKYJISIPHO-
TeHETUYECKOT0 00CIIeIOBaHU
HacnencrBennas Peructpupyrorcs He OTMedaroTcsi HE XapaKTepHbIC ISt
HEBPOIATHS co | xapakrtepnbie 1yt XB/IIl: | XBJII cumnromsi:
CKJIOHHOCTBIO K | OJI0KM IpOBEEHHSA ® OTATOLICHHEIN CEMEHHBII aHAMHE3
napajin4iam oT BOBGy)K,Z[GHI/I}I B TUIIMYHBIX ® YacTo I[C6IOT HEBPOJIOTMYECKUX
cnasnenus (HHCIIC) JUI HEBPAIbHOI HApyLIEHMH MOCIE JUIMTENbHBIX
KOMIIPECCUH MeCTax (Ha CTaTUYECKUX o3 158107

YPOBHE TYHHEJEH)

HE3HAYMTEIBHBIX TPABM
ACHUMMETPUS TIOPAKEHHSI
COXPaHHOCTh
pediexcon

CYXOXKHUIIBbHBIX

2) Jdemuenun

H3UPYIOLIe HEBPONIATHH B

CTPYKTYpe JIeHKOAUCTPOPu i

Meraxpomaruueckas Her noctoBepupix OHMI'- | OTMeuaroTcss HE XapakTepHbIE IS
AerKkoaucTpohus pasynuui npu XB/II nposiBiieHus:
METaXpOMaTHYECKOU e panHHuil 1e6roT 3a001€BaHUA
nedkoaucTpoduu u ® COXpaHHEIE CYXOXKHJIbHBIE
XBAIL pedrexchl
Ilpn  MeTaxpoMaTH4eCKOH | e 3amepskka MOTOPHOTO u
NEHKOAUCTPOPHH  MOTYT IICUXUYECKOTO Pa3BUTHUSA
PErHCTPUPOBATHCS e YACTO CYOPOTH
YBCIMCHHE JIATCHTHOCTEH | o yanakrepHble n3MeHenns Ha MPT-
M-oTBEeTOB, 3aMeJJICHHUE FOIOBHOIO MO3Ia
CPBM u npyrue npusHaku
JEMHUENNHN3ALNAN
nepuepudecKux HEPBOB
HOT U PYK.
bones3np Kpa66e | Het nocroBepusix DHMI - | OT™MeUaroTcss HE XapakTepHbIC s
(raylakTO3WILEPaMUIHbI | Pa3NuYHid Ipu O0NIEe3HU XB/II nposiBiieHus:
7} JIIUJ03 wi | Kpa66e u XB/II1. e paHHui Ae0r0T 3a00JIeBaHUS
I‘JIOGOI/II[HO-KJIGTO‘IH&H HpI/I 0oJIe3HH Kpa66e ® COXpaHHEIE CYXOXKHJIbHEBIE
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JekoaucTpodus)

MOTYT PETUCTPUPOBATHCS
HEpe3Koe YBEJIUYCHUE
JIaTeHTHOCTEeW M-0TBETOB,
samemienne CPBm  wm
JIpyTre MIPU3HAKU
JeMUEITMHNA3ALNT

nepuepudecKux HEPBOB

HOT U PYK.

pedexcs
® 3aJiepiKKa
MICUXHYECKOTO Pa3BUTHS

MOTOPHOT'O u

¢ JIOBBIIMICHUC MBIIMICYHOI'O TOHYCA
® XapakTepHble u3MeHeHus Ha MPT-
rOJIOBHOTO MO3ra

3) JleMueJMHHM3MPYOLIME HEBPONATHH B CTPYKTYpPe HH(PEKIMOHHOI0 3200/1eBAHUA

bones3un Jlaiima

(6oppenno3)

Peructpupyrorcs HE

xapaktepusbie nia XB/I1:

® MIPEUMYIIECTBEHHOE
BOBJICUCHUE
YyBCTBUTEIIHHBIX
BOJIOKOH;

® JaCcTO HET COOTBETCTBUA
HEeUPOPU3HOTOTUUECKIM

kputepusim XB/II1.

OTtMeyaroTcss HE XapakTepHbIC s
XBJIT cuMITOMBI:

® IIPEUMYIIECTBEHHO UCTaIbHBIN
THII IOPAKEHUS
® MPEUMYIIECTBEHHOE  BOBJICUCHUE

YYBCTBUTCIIbHBIX BOJIOKOH
® YacTO COIIPOBOXKIAAKOTCA 00BI0

Hudrepust (00bIMHO TIpU
TOKCHUYECKoU (hopme)

Her noctoepupix SHMI -
pa3nuuuii npu UG TEPHUH.
[Tpu nudTepun MoryT
PEruCcTPUPOBATHCS PE3KOE
yBEJIUYEHUE
JaTEHTHOCTEN M-0TBETOB
u 3amennenue CPBwm kak
B HEPBAX HOT, TaK U PYK.

OTMmeyaroTcss HE XapakTepHbIe s

XBIT:

® pa3BHUTHE
I TEPUITHOTO MOPAKEHUST

I1OCJIC TAXKEIOIO

® OCTpO/TIOAOCTPOE HAYAIIO

e BBIpA)KECHHOE  BobieueHue UYH,
Oynb0apHble W JbIXaTEIbHBIC
HapyILICHUS

® OTMeyaercs MOCTETICHHOE
BOCCTAHOBJICHHE JIBUTATEIbHBIX

(GyHKIUI 0 Mepe BBI3JOPOBICHUS

e oOTMedYaercs BOCCTAHOBJICHHE
napametpoB  OHMI'T mno wmepe
BBI3/IOPOBJICHUS

4) /Iu3MMMYHHbIC HEBPONIATHH

Cunnpowm I'nitena-bappe
(OBJII)

[Ipu oXBAII u OBAII Het
JOCTOBEPHBIX  pa3jInuuid
HEHPOPU3HOTOTUIECKON

KapTUHBL.

oXBIIl auarHoctupyercas B 16%
ciydaeB y B3pociblx u g0 30%
cnyyaeB 'y gereid. oXBIII mo
KJIMHUKO-aHAMHECTUYCCKIM "

HEUPOPU3HOTOTUUECKIM

xapakrepuctukam rmogoona OB/III.
oXBJII cnenyer
clly4ae MpOrpecCUpPOBAHMS CUMIITOMOB

3all0l03pUTh B

B TeueHwe Ooinee 8 Henmenb, Npu

HaIuyuu 3X W 0oJiee  3IU30I0B
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yXyAlIeHui B iepuoa 6oiee 8 Helenb,

HECMOTPS Ha MIPOBOJUMYIO

naToreHeTuueckyro Ttepanuto (BBUI,
[1®). B nuddepenumansHom 1uaruose
OBITH Y3U

MOXKET IIOJIC3HO

nepudepruIecKux HEPBOB.

MMH c 6okamu [Tpu MMH | C MMH, B nepByto ouepenp, clieayer
IPOBEACHUS pEruCTpUpYyIOTCS He | nupdepeHuupoBaTh ATUIUYHYIO
xapaktepusble g XBIII: | acummerpuunyo  ¢gopmy XBIAIT -
® OTHOCHUTEJIBHO cunapom JIstonca CamHepa.
HOpMaJIbHBIE TapaMeTpsl | IIpUHIMNManbHOE  3HAaYEHUE HMMEIOT
nM-otBetoB 1 CPBwMm; CyOBEKTUBHOE u 00BEKTUBHOE
® WHTAaKTHOCTb HaJIu4ue YYBCTBUTEIBHBIX
4YBCTBUTEIBHBIX HapymeHHﬁ, XapaKTCPHBIC JJIsL
BOJIOKOH U HEPBOB. cunapoma Jlsronca-Camuepa.
5) HoauHeBpONATHH NIPH HAPYLIEHUH MeTadoIM3Ma
Juabetnueckast Peructpupyrorcs He | OT™MeudaloTcss HE XapakTepHblE s
MTOJIMHEBPOIIATHS xapaktepusie 1 XB/IT: | XBII nposisnenus:
® 4acTo IIEPBUYHO | ® OTSATOLICHHBIN aHaMHe3 o
AKCOHAJIBHBIM  XapakTep COMaTHUYECKUM 3a00JICBaHHUSIM
MTOPaKCHMS ® U3MEHEHUE [1apaMeTpoB
nepudepruIecKux OMOXMMHYECKOTO aHaiun3a KpOBH,
HEPBOB, YPOBHEHN BUTaMHHOB,
® [IPEUMYLIECTBEHHOE TOMOIIMCTEUHA U T.[I.
BOBJICUECHHUE ® [IPEUMYILECTBEHHOE  ITOPAKECHHE
YYBCTBUTEIBHBIX YyBCTBUTEJIbHBIX HEPBOB
BOJIOKOH; e JUCTaJIbHAS MBIIIEYHAs Cl1a00CTh
® HET COOTBCTCTBHUSA | e HOpMaJbHOE COZEp)KaHUEe Oelka B
HEUPOPU3HOTOTUUECKIM JIMKBOpE
kputepusim XB/IIL Cnemyer OBITh HACTOPOKEHHBIM B
orHomenun XB/III, accouuupoBanHon
c CaxapHbIM MadeToOM.
OnpenpensiroliuMu OyAyT pe3yJbTaThl
OHMI -uccaenoBanus, a TaKxke
HECOOTBETCTBUE:  IPOrPECCUPOBAHUE
rpy0Oro HEBPOJIOTHYECKOTO JeduIinTa
IIpU  KOMIIEHCUPOBAaHHOM  YpPOBHE
[JIFOKO3bI KPOBH.
6) Toxkcuyeckue NOJIMHEBPONIATHH
JlexapcTBeHHbIE u | Perucrpupyrorcs He | OTMeuaroTcsl He XapaKTepHbIe AJis
apyrue TOKCHYECKHe | XxapakrtepHble mig XB/II: XBJII nposiBiieHus:
MTOJITMHCBPOITATHH. ® [IEPBUYHO AKCOHAJIbHBIN | @ OQosbliee MOPAKECHHE

XapaxkTep

nepudepuyecKux HEpBOB,

e Qoublee

MOPAKEHUS

BOBJICUCHUC

YYBCTBUTCIIbHBIX HCPBOB
® JuCTajJdbHas MBIIICYHAasA

¢J1a00CTh
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YyBCTBUTEJBHBIX BOJIOKOH; ® HOpPMAJIbHOE cozeprKaHue
*B MOJABIISIIOIIEM OeJKa B JIMKBOPE
OOJIBIINHCTBE HET | ® W3MCHEHHE mapaMeTpOB
COOTBETCTBUS OMOXUMHUYECKOTO aHanM3a
HEHPOPHU3NOTOrHYECKIM KpOBU
kpurepusm XB/IL.
Ilpumeuanue: oXBJIIl — xpoHuueckas BOCHaJUTENbHAs [EMUEIMHUZUPYIOIIAS TOJMHEBPONATUH C OCTPBIM

Haganom; OB/III - ocTpas BocmanuTenpHas AeMHUENMHU3UpYIomas noiuaeBponatuss; MMH -myneTrdokanbHas
MotopHasi HeBponaTtus; DHMI™ — anextponeiipomuorpacdust; bIT - 6ok npoBenenus; M-0TBET - MOTOPHBII OTBET;
CPBM - ckopocTh pacrpocTpaHeHuUs BO30YKAE€HHS 110 MOTOPHBIM BOJIOKHAM.
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