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Annotanus

Beedenue. Xponuueckas socnarumensias demueaurusupyroujas nosuneiiponamus (XBAII) xapakmepuzyemes MHO20AeMHUM RPOSPECCUPYIOUUM UAU PeUUOUsHU-
DYIOUUM MeHeHuUeM, Pa3sumueM Heapoa0euteck0e0 deuyuma u UH8aauoU3ayUY pasHoll cmeneHu BbipalceHHocmu. B Hacmosiuee 6pems HedoCMAmMOYHO U3y4eH
xapaxmep meuenus XBIII 6 omoasénnom KamamHese nocie nposedeHus NepeutHo0 Kypea namoeeHemu4eckoli mepanuu u npu Heo0Xo0UMocmu nodoepicugaro-
uje20 nevenus 8 meveHue ONUMeEALHO20 BPEMEHL.

Ileav uccaedosanus — oyenumsy KauHuKo-anamuecmuveckue xapakmepucmuxu meuenus XBIII na omoasénuvix cpokax Oonesnu (bonvuie 5 sem), cpasHumop
ocobenrocmu mroeonemneeo meuenus XBIIT npu paznvix KauHuueckux eapuanmax u munax debioma, onpedeaums KAUHueckue (axmopsi npoeHo3a Hebaaeo-
npusmroeo meuenus XBIIIL

Mamepuaavt u memoobvt. B uccaedosatrue Oviau exniouenvt 45 nauuernmos ¢ daumenviocmoto XBITI (EAN/PNS 2021) 5 aem u 6osee. [Tposedén pempocnexmus-
Hblil aHau3 MeOUUUHCKUX 00KYMeHmos, cO0p KauHuko-aHamHecmudeckux oarnbix. C noMousbio 00uenpunAmbix MejcoyHapoOHbIX WA OUeHUBANU HegpoaoeU-
weckutl deuuum (NIS, MRCss) u cmenens uneasuduzauuu (INCAT), a maxace cmamyc akmugrocmu 6oae3nu (CDAS). Jlng anasusa gaxmopos, eausiiouux Ha
XBIIII, Obiau pazpabomarsl kpumepuu «HeOAG2ONPUAMHO20» MEHEHUS.

Pesyaomamvt. Kancowiti mpemuii (34%) nayuenm co cpoicom 6oaesnu XBAII 6oaee 5 rem He umen Hespoaoeuteck0eo deuyuma u Haxo0uncs 6 Cmoiikot KauHu4e-
ckoti pemuccuu (CDAS 1). [lodasasrousee Gonvuurcmeo 6oaviix (90%) omeeuanu Ha namozeHemuHqeckyr mepanuto nepeoli AUHUY 8 nepebie 2006l 001e3Hu, uepe3
5 u bonee nem om momernma nauana 3a60ieeans MeouxamermosHoe noddeparcanue pemuccuu mpedosanocs auts nososune (33%). Coenacto paspabomanHbim
HaMu Kpumepusm HebaazonpusmHoe medenue (HedocmamouHblii omeem Ha MEpanyto 2A0K0KOPMUKOCHEPOUAaMI, Heo0X00UMOCHb HOO0EPICUBAIOUUX KYPCOs
mepanuu, CDAS 3-35) svisieneno y 24 (53,3%) ywacmmuios. Eeo eeposmrocmp nossiuianacy npu 6oaee nosdnem eospacme debroma (47 [30; 50] aem), xporuveckom
xapakmepe debloma, 3adepicke 6 Hauane namozernemuuecxoil mepanuu. Hauboee snauumvimu gaxmopamu okazanucy Huskuii 00wt 6an NIS 6 debrome boae3-
Hu (< 60 6annos), a makice myvmughokanvhviii sapuarm XBAIL

Saxarowenue. Tunuunas gopma XBIII xapaxmepusyemces omHOCUMeAbHO 0AG2ONPUSIMHbLM Me4eHUeM NPy YCA0BUX CB0e8PeMeHHOl OUaeHOCMUKY U HA4aAa
namozenemuueckoi mepanuu. Haunyuuii cmamyc 6 omoanénnom kamamuese umerom nayuesmi ¢ ocmpo-nodocmpuin dedromom XBAII @axmopamu npoerosa
He0Aa2ORPUSIMHO20 MeHeHUs ABASAIOMCS HeBbIpAdICeHHbIll Hegpoaoeueckul deuyum 6 dedrome (06uuti 6ara no NIS < 60) u myavmucgpokanvhiii eapuarm XBIII.

Karouesvie ca06a: xporuueckas 60Cnaiumensras 0eMuesuHU3UpYouwas NOAUHeUponamus,; aKkmopsl npoeHo3a HebAa2oNPUSHO20 Mme4eHUs;
munuunas XBIIT; myasmugokanvnas XBIII; cmamyc akmusnocmu 004e3Hu; cmamyc akmugHocmu 004e3Hu
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The Long-Term Course of Chronic Inflammatory
Demyelinating Polyneuropathy: a Retrospective Study

Evgeniya A. Melnik, Alina S. Arestova, Irina A. Berdalina, Elena V. Gnedovskaya, Darya A. Grishina, Natalia A. Suponeva, Mikhail A. Piradov
Research Center of Neurology, Moscow, Russia

Abstract

Introduction. Chronic inflammatory demyelinating polyneuropathy (CIDP) is characterized by long-term progressive or relapsing course, neurological deficit, and
disability of varied severity. The course of CIDP after specific therapy and, if necessary, long-term maintenance treatment are to be studied.

Objective: To evaluate CIDP clinical and history characteristics over the long-term follow-up (> 5 years), to compare long-term CIDP course in a number of clinical
variants and onset types, and to determine clinical predictors of unfavorable CIDP course.

Materials and methods. The study included 45 patients diagnosed with CIDP based on EAN/PNS 2021 criteria lasting for 5 or more years. Retrospective collec-
tion and analysis of medical records and clinical history were performed. Internationally accepted scales were used to assess neurological deficit (NIS, MRCss),
disability (INCAT), and disease activity status (CDAS). The criteria of unfavorable course were developed to evaluate factors affecting CIDP course.

Results. Among the patients with CIDP history of >5 years, each third (34%) had no neurological deficit and remained in long-term clinical remission (CDAS'I).
The vast majority (90%) responded to first-line therapy in early disease, while only 53% of patients required maintenance treatment in 5 or more years of the onset.
With the developed criteria (poor response to glucocorticosteroids (GCS), need for maintenance therapy, and CDAS 3—35), unfavourable CIDP course was detected
in 24 (53.3%) participants. Its probability increased in later onset (47 [30; 50] years), the chronic type of onset, and delayed specific therapy. The most significant
predictors included low total NIS score at onset (<60 points) and multifocal CIDP.

Conclusions. The course of typical CIDP is relatively favorable if timely diagnosed, and pathogenetic treatment initiated. Patients with acute and subacute onset
demonstrate the best long-term status. The predictors of unfavourable disease course include mild neurological deficit at onset (NIS total score <60 points) and
multifocal CIDP.

Keywords: chronic inflammatory demyelinating polyneuropathy; predictors of unfavorable course; typical CIDP; multifocal CIDP; disease
activity status; CDAS

Ethics approval. The study was conducted with the informed consent of the patients. The study protocol was approved by the Ethics

Committee of the Research Center of Neurology (Protocol No. 8-4/20, 7 October 2020).

Source of funding. The study was conducted by the Research Center of Neurology on state assignment.

Conflict of interest. The authors declare no apparent or potential conflicts of interest related to the publication of this article.

For correspondence: 125367, Russia, Moscow, Volokolamskoye shosse, 80. Research Center of Neurology. E-mail: evmel88@gmail.com.

Melnik E.A.

For citation: Melnik E.A., Arestova A.S., Berdalina I.A., Gnedovskaya E.V., Grishina D.A., Suponeva N.A., Piradov M.A. The long-
term course of chronic inflammatory demyelinating polyneuropathy: a retrospective study. Annals of Clinical and Experimental Neurology.

2023;17(4):5—-16. (In Russ.)
DOI: https://doi.org/10.54101/ACEN.2023.4.1

Received 26.06.2023 / Accepted 19.09.2023 / Published 25.12.2023

Beenenne

XpoHuyeckas BOCMATUTEbHAS AeMUCTUMHUUPYIOLIAs MOJM-
Heitporatus (XBIIT) — reteporeHHas TpyImmma XpOHUYECKUX
KypaOeJabHbIX HMMMYHOOIIOCPEIOBAHHBIX IOJMHEHPONaTUil.
Ing XBAIT xapakTepHO MHOTOJETHEE MPOrpeccUpyoliee
U/WIM PeLUIUBUPYIONIEE TEYEHUE C PA3BUTHEM MBIIICUHOMN
cabOCTH U CEHCOPHBIX HApYLIEHWil pa3HOil CTerneHH BbIpa-
>KEHHOCTH — OT JIETKUX, HE BIUSIONIMX Ha CaMOOOCTY:K1BaHHE
U JBUTATEbHbIE BO3MOXHOCTHU MAlMEHTa, IO TSKEbIX, MPU-
BOmALIMX K MHBaauau3auuy. OObiuHO mauueHtam ¢ XBII
TpeOyeTcsl NOJNrocpovyHas MoaIepKuBarolias MaToreHeTuye-
CKasl Tepamnusi epBoi WM BTOPOM JUHUU, MPU 3TOM 0 CUX
TOp YETKO HE OTpeeIeHbI 103bl, KPATHOCTD U MPOIOIXKUTEb-
HOCTb TaKOTO JIEUEHHUSI, HE CYILIECTBYET JaOOPATOPHBIX MapKe-
POB aKTUBHOCTU Oo0Jie3Hu [1-5].

C yuérom xapaktepa TeueHust XBJITT, Hanuums HeBpoIOTHYE-
CKOTO ie(bUIIMTa U HEOOXOAMMOCTH MAaTOTEHETUYECKOTO Jieye-
Hust K. Gorson 1 coaBT. BBeIW TIOHSITHE «CTATyC aKTHBHOCTH
oonesnn» (CIDP disease activity status, CDAS) u pa3paboTa-

JI TIPOCTYIO [UIS KIMHIMYECKOTO MPUMEHEHUsT KiIacCupuKa-
o [6]. CoracHo mpemnoxeHHon Kinaccudukaunn CDAS
MOXeET OBITh OLIEHEH KaK «M3JIeYeHNe/CTOMKAs KIMHINIeCKast
pemuccusi» (CDAS 1A, B), ecmu HeBpOJTOTHUECKMIA CTATyC
MalMeHTa OCTaéTcsl CTaOMIbHBIM 5 U Oosiee JIeT OT MOMEHTA
MIpOBEACHUS MTATOTCHETHIECKO TepaIuu; Py IIPOTPeCCUupy-
IOIEM WM PELMAMBUPYIONIEM TeUeHUM 00Je3HU, HECMOTPS
Ha MUMMYHOTEPAITUIO JII000i TPOIOKUTEIBHOCTH, MAIEHT
paclieHHBaeTcs KaK MMEIOIIUI HeCTaOMIbHOE aKTMBHOE 3a-
oonesaHue (CDAS 5 A, B, C). C e€ noMoliblo aBTOpHI OlLie-
Humm 106 matenTtos ¢ XBJIT co cpenrnmM cpokom 0oJe3HH
6,4 rosa ¥ IPOIEMOHCTPUPOBaK, YTO y 11% MaIMeHToB ¢ Ka-
TaMHe30M 0oJie3HU 0oJiee 5 JIeT Obl1 JOCTUTHYT CTaOWIbHBbIi
HEBPOJIOTUYECKUI cTaTyc 0e3 MOAAEpPXUBAIOLICH PeMUCCHIO
Tepanuu, B TO BpeMs Kak y 18% MaleHToB 0CTaBaloCh He-
CTabWJIbHOE aKTHBHOE 3a00JIEBAHME M OTCYTCTBOBAJ J0CTa-
TOYHEIA OTBET Ha Teparuio [6].

CrnoxHocTb natopusnoaornyeckux Mexanusmon XBIIT mo-
TIpeKHEMY OCTaBIIsIeT 0e3 OTBETa BOIPOC, HACKOIBKO OJ1aro-
MPUATHBIM MOXHO cuuTaTh TeueHnue XB/II1 mpu mocratouHom
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OTBETC Ha TATOTCHETHIECKOE JIeUeHMe M Kakue (DaKTOpHI C
BBICOKOIf BEpOSITHOCTHIO IPUBOAAT K HEOJIarONMpUsTHOMY Teue-
Huto. B HemomHoM Mepe 0cBeIIeHB 0COOCHHOCTH MHOTOJICTHE -
ro teueHust XBIIT, ouieHeHbI 1oarocpoyHas 3(pPpeKTuBHOCTD U
MEPEHOCUMOCTD PA3INYHBIX TePATIEBTUUCCKUX CXEM, CTEIIEHb
COXPAHSIOIIETOCS HEBPOJIOTMYECKOTO Ae(UIINTA U MHBATUIM-
3aIMM Y MAIMEHTOB, ITOTYJaIONINX TOIIEPXUBAIOIIEE JTCUCHUE
B TeUCHME JUTUTEIBHOTO BpeMeHH. MceenoBaHus, HarpaBieH-
Hble Ha BbIsSBICHME (PaKTOPOB MPOrHO3a HEOJIAroMpUsITHOTO
teueHnst XB/II1, 3a mocnenuue 20 neT equHUIHBL. OTCYTCTBHE
YHU(DUILIMPOBAHHOTO TOAX01a K 0TOOPY M aHAIM3Y MallMeHTOB
¢ XBAIT npuBenu K HEOAHO3HAYHBIM BbiBoAaM. S. Kuwabara u
COABT. B pe3yJIbTaTe MATUIETHEro HaOmoaeHus 3a 38 maiueH-
TaMK YCTAHOBWJIM, YTO MALIMEHTHI C TIOJHON pemuccueit (26%)
YaIe UMeNU MOJ0CTpoe Havano (4—8 Hem), CHMMETPUIHOCTD
CUMIITOMOB, XOPOLIXH OTBET Ha CTAPTOBOE JICUEHUE TIIIOKOPTH-
KOCTepOMIaMH1 U TIpeodIafaHre HapyIIeHNH IPOBOIMMOCTHY B
JUCTAbHBIX OTAeNaX HepBOB [7]. B LienoM nccnenosarenu ome-
HUBAJIU A0JrocpouHblii mporHo3 XBIII kak 6iaronpusTHbIH,
X0Ts 39% NalueHTOB MPOAOJIKAIM HYKIAThCSL B ATOTEHETH -
qyecKoi Tepanud, a 13% nmenn TSSKENYIo CTerieHb WHBATUIN-
3auuu [7]. E. Spina u coaBT. B CBOEM JUTMTENILHOM HaOJIoe-
Huy 3a 60 manmeHTamu ¢ moaTBepxaéHHoi XBATT mpumm K
BBIBOJLY, UTO TSDKEJBIM HEBPOJOTMYECKUIA AC(UIUT B Havase
0o0J1e3HU 1 1e0I0T B 00J1ee cTaplieM Bo3pacTe SBJISIOTCS Heba-
TONIPUSATHBIMU MTPOTHOCTHICCKIMHU (PAKTOpAMHU, TIPHBOMISIIN-
MU K JJIUTENbHON HETPYAOCIIOCOOHOCTH HE3ABUCHMO OT MPO-
JOJKUTEIbHOCTH Oosie3Hu [8]. B uccnenoBanuu A. Al-Zuhairy
1 COAaBT., TI¢ IIUTEIBHOCTh HAOMIOMCHMS 32 51 ManueHTOM
¢ XBAIT cocraBuna 6onee 10 net, caenaH akLeHT Ha CBOeBpe-
MEHHOM BBEIECHUM MATOTCHETUUCCKOTO JICUCHMS, TTOCKOIBKY
BBISIBJIEHA CBsI3b J0OJaTocpodHoro mporHosza XBIT co Bpeme-
HEM UHULIMaLUK Tepanui [9].

Takum 00pa3oM, Ha CETOIHSIIHUIA IeHb HEIOCTATOYHO U3yde-
Hbl OCOOEHHOCTU IJINTEIbHOIO TEYEHMS MYILTU(DOKATLHOIO
BapuaHta XBIIT (MXBJIIT), oxapakrepusoBaHa cynb0a maim-
€HTOB ¢ ocTpo-nonocTpbiM AedtoToM (OIT/I). He Ob1 cuctema-
TH3UPOBAH 1 OIMYO/IMKOBAH POCCUIICKUIA OIIBIT BeACHMS TTAllM-
€HTOB 0JblIe 5 1eT. U3yueHue mHorosieTHero TeueHust XBJIT1
MOXET I10Ka3aThb, IPABOMEPHO JII OTHOCHUTh €ro K Kypalesb-
HBIM 3a00JIEBAHUSIM C OJIarOTPUSATHBIM MPOTHO30M, M B KaKHMX
CIIy4asix CTOUT MPEINOJIaraTb HeOIAronpUsITHOE TeUEHME.

Ieas nccnenoBaHust — OLEHUTH KIMHUKO-aHAMHECTUYECKHE
XapaKTepuCcTUKU 1 ocodeHHocTH TeueHuss XBIT Ha otnanén-
HBIX cpokax Oone3Hu (Oosee 5 JeT), CpaBHUTb OCOOEHHOCTH
MHorojieTHero TeueHust XBIIIT mpu pa3HbIX KIMHUYECKUX Ba-
pHMaAHTaX U TUMAX Ae0l0Ta, ONMPEAETUTb KITMHUYECKKE (HaKTOPbI
MPOrHO3a «HebaaronpusTHoro» teueHust XBTII.

Marepuabl 1 METO/IbI

B uccnenoBaHue ObLIM BKIIOUYEHBI MAaLMEHTHI cTapiue 18 et
¢ XB/II1, tnarHocTMpoBaHHOI B COOTBETCTBUU C KPUTEPUIMU
EBponerfickoii akanemuu HeBposioruu u O01iecTBa nepudepu-
yeckoii HepBHOU cuctembl (EAN/PNS 2021), a takxke ¢ am-
TebHOCTBIO 00s1e3HM Oonee 5 et [1aTuaeTHMiA Mopor MpoxoJ-
JKUTENIBHOCTU 00J1€3HU ObLT BBIOPAH C YYETOM KIMHUYECKUX
pexoMeHaauuii mo onpeneaeHuo CDAS [6]. [1pu BbisiBIEHNH
naToJjiornyeckoii cekpeunu M-rpagueHTa (anekTpodopes oen-
KOB CHIBOPOTKH KPOBH ¥ MOUH C UMMYHO(DUKCAIINEH TTaHETbI0
aHTuchiBopoTok 1gG/A/M/Kanmna/nambaa) u TskEmoi co-
MAaTHYECKO MaTOJOTHU B CTAOWM HEKOMIICHCALIMY TAllUECHTHI
B HCCJICIOBAHKE HE BKIIIOYAIHUC.

TeueHve XpOHVYECKOI BOCTINMTENBHOI AEMUENMHU3APYIOLLE NOMMHeIpOnaTK

Bce mammeHTsl moamucanu MHGOPMUPOBAHHOE COTJIAacHe Ha
yyacTue B UCClIeNOBaHUM U 00paOOTKY MePCOHATbHBIX JAaHHBIX.
Uccnenosanne ogodpeHo Otmyeckum KomuretoM (DOIBHY
«HayuHplit eHTp HeBposorun» (mpotoko JIDK Ne 8-4/20 ot
07.10.2020).

[lpu BKITIOYEHWM B MCCNEIOBAHME MPOBOIMIOCH OTHOKpAT-
Hoe 00C/IenoBaHNE YIaCTHIUKOB CO COOPOM kKano0, aHaMHe3a,
OLIEHKOM HEeBPOJOTMYECKOTO CTaTyca U CTENEHU WHBATUIM3Aa-
1. J171s OIIeHKM HeBPOJIOTUUECKOTO CTaTyca MCIONb30BaTNCh
OOILENPUHATHIE MeXIyHapoaHble miKaasl Neuropathy Im-
pairment Score (NIS), Medical Research Council sumscore
(MRCss), mns OLICHKH CTEIIEHN MHBATMIM3AIMM — MEXIyHa-
poIHas IiKana, pa3paboTaHHas! 1Tl MAlMEHTOB C TTOJIMHENPO-
natueit: «DTHONOTUS U JIeYeHNE BOCIIATMTEIbHON Heipora-
tun» (Inflammatory Neuropathy Cause and Treatment, INCAT)
[10—15]. JlomonHUTENbHO MPOBOAMJICS PETPOCTIEKTUBHBII
aHaJIM3 MEIUIIMHCKON TOKYMEHTALMU AJIsS OIpenesieHus Xa-
pakTepa TedeHust 00JIe3HM 1 OTBETa Ha MTATOTeHETUUYECKYIO Te-
paruio, a TakKe IS OIIEHKM HEBPOJIOTMIECKOTO CTaTyca B Je-
OroTe 3a001eBaHMs (Ha OCHOBAHUU PE3YILTaTOB 00C/IeI0BaH U
Ha MOMEHT ITOCTaHOBKY auarto3a XBJ/IIT).

Ha ocHoBaHUM peTpOCTIEKTUBHBIX JaHHBIX M OCMOTPa Ha MO-

MEHT BKJIIOUEHUS B MCCAEI0BAHKE ONMPEAe/SUTICh XapaKTept-

ctuku XBIT:

1) xnmuHMYeckuit BapuaHT: TumdHbIA (TXBJIIT) mmn MXB/IT;

2) xpoHuyeckuit nedior (XI) (HapacTaHue CHMIITOMOB
> 8 vem) wmm OI1]] (< 8 Hem);

3) HaTMYMe WM OTCYTCTBUE PELMIMBUPYIOLIETO TEUSHMUS
(crioHTaHHOTO WK Ha (DOHE Tepanuu) Ha MPOTSKEHUH Bee-
T'0 BpeMeHHU 00JIe3HU;

4) Hamuuue Wi OTCYTCTBUE MPOTPECCUPYIOLIETO TeUYEHUsT Ha
MIPOTSDKEHUH BCETO BPEMEHH 00JIe3HU.

C y4€ToM pe3yIbraToB HEBPOIOTHYECKOTO OCMOTPA Ha MOMEHT
BKITIOUEHUSI B MCC/ICIOBAHKE, a TAKXKe CBEACHUH O IJIUTE/Ib-
HOCTH 3a00JIeBaHusl, MPOIOIKUTEILHOCTH MATOTeHETHIECKOM
TepaIiy 1 OTBETE Ha HeE y YUACTHUKOB OIPENEISIIN CTATyC aK-
tuBHOcTH XB/IIT (CDAS) [6].

Jlnga ananusza ¢akTopoB, Bausomux Ha nporHo3 XBITIT, mbl
pa3paboTaiy KpUTepHH HeOJAromphHATHOrO TeuyeHHs. B Hux
BKJIIOUEHa oleHKa craTyca aktuBHocTH XB/III, a Takke xa-
paKTep OTBeTa Ha MAaTOTeHETUUECKYIO Tepanuio. [IpuHATa BO
BHUMaHME HEOOXOAMMOCTb IONAEPXKUBAIOIIMX KypCOB Te-
parnuu 1epBoii u/unm BTopoil TMHUU. OTHEIBHO YYUTHIBAN
HEJOCTaTOYHbI OTBET Ha TEPAIMIO INIIOKOKOPTUKOCTEPOU-
namu (I'KC), mockonbKy TaHHBIM BUI J€YEHUS TPOBOAMICS
MOAaBJISAIOIEeMY OOJBIIMHCTBY MaleHToB. Kputepun mpen-
ctaBieHbl B Ta0a. 1. Teuenue XBJ/II1 nmpusHaBanu Hebjaro-
MPUSATHBIM, €CJIM CYMMapHBIN 0T IO TPEIIOXKEHHBIM KPH-
TepusiM ObLT He MeHee 4. IHBIMU CI0OBaMU — €CJIU IIPU CTaTyce
CDAS, cooTBeTCTBYIOILIEM CTAOUIBHOMY aKTUBHOMY 3a00Jie-
Banuio (CDAS 3), npucyrctBoBan xots 061 1 3 3 Kputepues
HeOJIaronpusITHOTO OTBETa HAa MATOrCHETUYECKYIO TEPaIuio
WM TIAIIMEHT MMeJT aKTHBHOE 3a00JeBaHue 0e3 JOCTUTHYTOI
crabunbHoct (CDAS 4 unu 5), He3aBUCUMO OT HaJuuus
JPYTUX KPUTEPHEB.

CraTuCTUYECKWii aHalu3 TIPOBOAMIM C MPUMEHEHUEM IIpo-
rpammHoro naketa «SPSS Statistics v. 23.0» («<IBM»). Bo Bcex
CJTy4yasix UCTIONb30BANUCH IBYCTOPOHHME BAPUAHThI CTATUCTH-
yeckux Kputepuen. Hyesas runoresa oTBepraiach mMpu ypoB-
He 3HaurmocTH p < 0,05.
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Course of chronic inflammatory demyelinating polyneuropathy

Taomma 1. Kpurepun HednaronpustHoro tevyenns XBJITT
Table 1. The criteria of unfavorable CIDP

Kputepuu | Criteria

HepoctatoyHbiit 0TBeT Ha [KC (0TCyTCTBUE YNyyLleHns Ha choHe npuéma KC)

Poor response to GCS (no improvement on GCS)

EcTb Heo6xoaumocTb noaaepxmearoLLnx kypcos BBUT/TKC/ nnazmadhepes/TKC + BBUT
Need for maintenance treatment (IVIG/GCS/plasmapheresis/GCS + IVIG)

EcTb HE06XOAMMOCTL NATOreHEeTUYECKON Tepanun 1-it u/unn 2-i NUHUM HA MOMEHT BKITHO4EHNS

Need for the 1t and/or the 2" line specific therapy at baseline

Cratyc akTuBHOCTM XBIIT*
CIDP disease activity status (CDAS)*

3Havenue | Value banne! | Score

Het | No 0
Ectb | Yes 1
Het | No 0
Ectb | Yes 1
Het | No 0
Ectb | Yes 1
1A, 1B 1
2A, 2B 2
3A, 3B 3
4A, 4B 4
5A, 5B, 5C 5

Npumeyanne. BBUT — BHyTpuUBEHHASA BbICOKOJO3HARA TEPANUSA UMMYHOINOBYNIMHOM 4enoBeveckum. *HebnaronpusatHbiii ctaryc CDAS npu cpoke katamHesa > 5 net: 3A-B, 4A-B, 5A-C.
Note. IVIG, intravenous high-dose human immunoglobulin. *Unfavourable CDAS with follow-up of > 5 years: 3A-B, 4A-B, 5A-C.

JI71st oTmcaHMsT KOMMUYECTBCHHBIX M TIOPSIIKOBHIX TTEPEMEHHBIX
MCTIONB30BAIMCh MeIMaHa U KBapTUIIH, /I KaTeropuaibHbIX —
yacToTa 1 1018 (B nmpoueHTax). CpaBHeHHUE ABYX HECBSI3aHHBIX
TPYIIII ITO KOJTMYECTBEHHBIM 1 MTOPSITKOBBIM TIEPEMEHHBIM TIPO-
BOJWJIM C TOMOILBIO TecTa MaHHa—YUTHU. 17151 cpaBHEHMSI He-
CBSI3aHHBIX TPYIIII 110 KATETOPHAIBbHBIM TIepeMeHHBIM MCIOJb-
30Basu TecT y> [TupcoHa, a Mpu HATMYMK OTPaHUYEHUIl K ero
MIPUMEHEHNIO — TOYHBINA Kputepwii @uiepa. CpaBHEHUE IBYX
CBSI3AHHBIX TPYIII 110 KOJMYECTBEHHBIM MEPEMEHHBIM TTPOBO-
JIVUTH ¢ TIOMOIIIBIO TecTa BuiikokcoHa.

[MTouck npenukTopoB HebnaronpusitHoro TeyeHus XBIII ocy-
IIECTBIISUTN C TTOMOIIbIO OMHAPHOU JTOTUCTUYECKOI perpeccun
C TocenoBaTebHBIM MOAOOPOM TPEAUKTOPOB Mo Babay.
B Mopnenb BKIIOYANUCh MOTEHUUATbHBIE TPEAUKTOPBI, OTO-
OpaHHbIE B XOJIe CPABHEHUsI TPYII C ONAronpusiTHBIM U He-
0J1aTOTPUSATHBIM TeYeHMEM 3a00JI€BaHUSI BBIIIEOMTMCAHHBIMU
MeTonamu. [ToporoBbie 3HaUSHUS! BBISIBICHHBIX KOJTMYECTBEH-
HBIX TPEIUKTOPOB Onpenessiiv mo pesyisrataM ROC-ananuza
(Receiver Operator Characteristic) ¢ momolbio pacyéra MHIeKca
Nopnena.

Pesynsratnl

Anaauz xapaxmepa muozoaremnuezo mevenus XBJJI1

B uccnenoBanue ObUIM BKIIOYEHDBI 45 MALIMEHTOB C JUIUTENb-
HocTeio XBIIT He MeHee 5 net, u3 HUX 24 (53,3%) KeHIIMHBI,
21 (46,7%) myxuuna. Meauana [Q25%; Q75%] Bospacra Ha
MOMEHT BKJIIoueHus cocTannsia 50 [37; 58] net, MenuaHa 1im-
TEJLHOCTHU 3a00/1eBaHMS (C MOMEHTA TIOSIBJIEHHUS TIEPBBIX CUM-
nToMoB) — 10 [7; 14] neT.

Y 33 (73,3%) GonbHbIX OblT auarHoctupoBaH TXBJII,
y 12 (26,7%) — MXBIII, mpyrux KIMHUYECKMX BapMaHTOB
XBJIIT B naHHO#1 BEIOOPKE He ObLIO mpeacTasieHo. B 28 (62,2%)
ciyyadx 3abonesanue umeno X/, B 17 (37,8%) — OIN. IIpo-
rpeccupoBaHme 3a00eBaHyst ObIIO XapakTepHo 11 24 (53,3%)
MALXEHTOB, peLUAUBbI oTMevamich y 23 (51,1%) G0MbHBIX.

B nmebrote 0oJIe3HM YYACTHMKM HMCCIETOBAHUS MMENTH BHIpa-
>KEHHBI HEBPOJOTrMYecKuil aeduuur (odmuii 6amr NIS 56

[35; 94], obmmmit 6amm MRCss 54 [46; 58]) u cTeneHb UHBAIU-
mu3aiuu (ooumit 6amn INCAT 3 [2; 5]). Yepes 5 u 6onee ner
OT HavaJia 00JIe3HN OTMEYAIOCh YIYUIICHNE STHX MTOKa3aTeseit.
Ha momenT BriTIoueHust B uccnenosanue obumii 6amn NIS co-
crasysin 21 [13; 46], obumit 6asut MRCss — 60 [54; 60], 06-
it 6amn INCAT — 1 [0; 3] (ypoBHE 3HAYMMOCTH [UIST CPaB-
HEHUS ¢ aHAJIOTUYHOI oueHKoii B nebrote: p = 0,001; p = 0,008
u p = 0,006 COOTBETCTBEHHO).

VY 15 (33,4%) yuacTHUKOB HabI0aIaCh CTOMKAsT KITMHUYECKast
peMuccHs OT 5 JIeT U GoJiblile TP OTCYTCTBUM IIaTOIC¢HETHYE-
ckoii tepariuu (CDAS 1 A, B). Emié 6 (13,3%) naumeHToB Ha-
XOMWINCh B PEMUCCUU MEHEeE 5 JIeT IPU OTCYTCTBUM MAaTOreHe-
tuyeckoit Teparnuu (CDAS 2 A, B). ¥V 11 (24,4%) y4acTHUKOB
OTMEYaJICsl CTAOWJIbHBIM HEBPOJOTMYECKUI cTatyc oT | roma
n Oonee Ha (oHe maroreHetnmueckoi Tepanuu (CDAS 3B),
emw€ y 5 (11,1%) — crabuibHBI HEBPOJIOTMYECKUI CTATyC OT
3 mec 10 | roma Ha (one maroreHeTnueckoit Tepanuu (CDAS
4B). HecrabunbHoe akTMBHOE 3a0ojieBaHHE HaOII0AANOCh
y 8 mauueHToB, mpu 3ToM 2 (4,4%) yuacTHUKA He IPUHUMAIIK
naroreHeTnyeckyto tepanuio (CDAS 5B), a 6 (13,3%) — npu-
Humanu (CDAS 5C).

Jlnst ouieHku ocobeHHocTelt TeueHus XBITT Obu1r mpoBeneHbl
cpaBHeHns manueHToB ¢ OIII u X]I (Ta6m. 2). IammeHTsl ¢
OII1[l Ha MOMeHT Hayasa 3a00JieBaHMUs ObLIM MOJIOXKE YYACTHHU-
KoB ¢ X/I, XOTs pa3mmyus He TOCTUIJIA CTaTUCTUYECKOM 3Ha-
yumoct# (p = 0,077). MeanaHa BpeMeHHU OT MEPBLIX MPOSIBIIE-
HuUi 3a0oaeBaHust 10 ero auarHoctuku npu OITJ] cocTaBnsiia
1 [1; 3] mec, a mpu XJ1 — 10 [4; 66] mec (p < 0,001), uto MOX-
HO OOBSCHUTb MEIJICHHBIM YCYIyOJIECHHEM CHMIITOMOB IIPH
XJ1. CoOTBeTCTBEHHO, MeIMaHa BPEMCHU OT TTOSIBIICHUS TIep-
BbIX CMMIITOMOB 3a00j1€BaHUSI 10 Hayaja MaTOreHETUYECKOi
tepariuu nipu OTIJ] cocrasnmsima 1 [1; 2] mec, a mpu XJ| —
10 [4; 70] mec (p < 0,001). dnsa yyactHukoB ¢ X1 Ob110 OosTee
XapakTepHO Mporpeccupyloliiee TedeHue 6one3nu (75% nporus
17,6% nauuenros ¢ OINI, p < 0,001).

Ha momenT Havana 6one3nu mamumeHTsl ¢ OINJI umemn 6o-
Jiee TSOKENBbI HeBpoJormueckuii aeuumt no mkamam NIS
(p <0,001) » MRCss (p < 0,001), a Takke 60J1ee BHIpaXEHHYIO
unanuanzaumio no wkaine INCAT (p < 0,001). OnHako Ha
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TeueHve XpOHVYECKOI BOCTINMTENBHOI AEMUENMHU3APYIOLLE NOMMHeIpOnaTK

Ta6muna 2. Knuanko-aHaMHeCTHYECKHE XapAKTePUCTHKH MALUEHTOB ¢ Y4éToMm ocodennocTeii nedrora XBITI

Table 2. Clinical and history characteristics of CIDP patients with various onset types

Xapaktepuctuka | Characteristics

Yncno y4acTHUKOB, N
Number of participants, n

Mon, n (%): | Sex, n (%):
MYXCKOI | male
XeHckui | female

BospacT B ne6tote 3a6onesanns, net; Me [Q25%; Q75%]
Age at onset, years; Me [Q25%; Q75%]

[nutensHocTb 3a6onesanus, net; Me [Q25%; Q75%]
Disease duration, years; Me [Q25%; Q75%]

Bpems oT Ae6toTa 10 Ha4ana natoreHeTMyeckoii Tepanuu, mec; Me [Q25%; Q75%]

Onset-to-therapy time, months; Me [Q25%; Q75%]
Bapwant XBAIM, n (%): | CIDP variant, n (%):
TXBAM I typical

mXBAM | multifocal

MporpeccupytoLlee TedeHue, 1 (%)
Progressive course, n (%)

HenporpeccupytoLee TeqeHue, n (%)
Non-progressive course, 11 (%)
Peungmsupytollee Tedenue, 11 (%)
Relapsing course, n (%)
OTcyTCTBME PELmManBoB, n (%)
Non-relapsing course, n (%)
NIS, o6wwuin 6ann, Me [Q25%; Q75%]
NIS, total score, Me [Q25%; Q75%]

B ne6tote | at onset

Ha MOMEHT BKITI04eHus | at baseline
INCAT, o6wwuin 6ann, Me [Q25%; Q75%]
INCAT, total score, Me [Q25%; Q75%]

B ae6toTe | at onset

Ha MOMEHT BKJto4eHus | at baseline

MOMEHT BKJIIOUEHMS B UccienoBaHue (depe3 5 JieT u Gosee OT
Hayasa) ygactHuku ¢ OI1J] umes MeHee BbIpaKeHHbI HEBPO-
Joruyeckuil geduuut no mkamam NIS (p < 0,001) u MRCss
(p=10,012), a Tax)xe MMHUMAJTbHYIO MHBATUIM3AIIMIO 10 TIKAJIe
INCAT (p =0,003).

Jns ouenku ocobeHHoctelt TeueHuss XBJIIT ¢ yuétom KiuHuU-
YecKOro BapraHTa ObUTM MPOBEICHBI CPABHEHMUS TALIMEHTOB
¢ TXBJIT u MmXBAII (ta6mn. 3). [Tanuentsr ¢ MXBIT Ha Mo-
MEHT JIe0t0Ta 00Jie3HU ObLIM cTaplie yyacTHUKOB ¢ TXBII,
XOTSl Pa3MMuysl HE OOCTUTIM CTaTHCTHYECKON 3HAUMMOCTHU
(p = 0,083). MenuaHa BpeMeH! HapacTaHUSI CUMIITOMOB MU
TXBJIT cocrasmsina 3 [1; 6] mec, Torma kak mpu MXBJIII
CHUMITOMBI HapacTtajiu B TeueHue 66 [7; 132] mec (p = 0,003).
DTO BIUSIIO Ha CKOPOCTh AMATHOCTHKY 3a00/IeBaHMS U Haya-
JI0 matoreHeTnyeckoii repanuu: npu TXB I menuana Bpeme-
HU OT TEPBbIX MOSIBICHUI CUMITOMOB 0 Hayaja MmaToreHe-
THYeCcKoM Tepanuu coctasisina 3 [2; 9] mec, a mpu MXBJIIT —
66 [8; 108] mec (p = 0,011).

OnA (< 8 Hem) X1 (> 8 Hep)
ASAO (< 8 weeks) ChO (> 8 weeks) p
17 28

9 (52,9%) 12 (42,9%)
8 (47,1%) 16 (57,1%) 0,552
26 [18; 43] 42 [29; 50] 0,077
10 [8; 13] 10 [7; 15] 0,823
1[1;2] 10 [4; 70] < 0,001

15 (88,2%) 18 (64,3%)
2 (11,8%) 10 (35,7%) 0,096

3(17,6%) 21 (75,0%)
<0.001

14 (82,4%) 7 (25,0%)

9 (52,9%) 14 (50,0%)
1,000

8 (47,1%) 14 (50,0%)
94 [76; 97] 41 [24; 55] <0.001
14 [6; 20] 30,5 [20; 66] < 0.001
5(3; 5] 2[2; 3] <0.001
0[0;1] 2 [0; 4] 0,003

Ina TXB/II1 B ne6rote 3a60eBaHus ObUTA XapaKTePHbI CUM-
METpUUHble cuMnToMmbl, g MXB/Il — acuMmmeTrpuyHbie
(p = 0,002). B Havane 6osne3nu y maueHton ¢ TXBIII 3Ha-
YUMO 4Yallle OTMEYajoch IMOpaxXeHHe HUXKHHUX KOHEUHO-
cTeii: Kak MblnredHas ciaadoctsb (87,9% mporus 33,3% npu
MXBAII; p = 0,001), Tak ¥ 4yBCTBUTEIbHbIE HAPYLICHUS
(72,7% nporus 33,3%; p = 0,034). B nebrore 3aboiaeBaHus
pesyabTarhl oleHkH 1o mkanaM NIS, MRcss u INCAT y na-
uureHToB ¢ TXBJIII Takke cBUAETEILCTBOBAIM O 00JIEE TSKE -
JIBIX HapyleHusx, yeM y manueHto ¢ MXBJIT (p < 0,001;
p=0,002; p=10,001 cOOTBETCTBEHHO).

Ha MoMeHT BKITIoueHUs B ricclenoBanue y 15 (45,5%) malmeHToB
¢ TXB/II mbiiieuHas cinabocTh OTCYTCTBOBANA. B TO Xe Bpemst y
11 (91,7%) GombHbix MXBJIIT coxpanstmich mapesbl. [MarmeH-
Tl ¢ TXBJIIT mo-mpexHeMy yailie uMead CUMMETPUYHbBIE TIPO-
sIBNIeHUs1 3a0oseBaHMs, a 0oabHbIe MXBIIIT — acuMMmeTpuuHbIe
(p <0,001). Ha MOMEHT BKJIIOYEHUS B UCCTIEI0BAHUE Y MALIEH-
ToB ¢ MXB/IIT 3HauMMO yalie oTMeyanoch MopaxeHnue BEPXHUX
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Course of chronic inflammatory demyelinating polyneuropathy

Taomuua 3. Kininuko-aHaMHeCTHYECKHE XaPAKTEPUCTHKH NANMEHTOB ¢ yuéTom Bapuanta XBJITT

Table 3. Clinical and history characteristics of patients with CIDP variants

Xapakrepuctuka | Characteristics Ty;:i)é:flgDP Mult';);gﬂr::IDP p
Yucno yyactHukos, n | Number of participants, n 33 12
Mon, n (%): | Sex, n (%):
My>cKoii | male 14 (42,4%) 7(58,3%) 0,501
XeHckun | female; 11 (%) 19 (57,6%) 5 (41,7%)
Bospact B ne6toTe 3a6onesanns, net; Me [Q25%; Q75%
Agepat onseﬂt, years; Me [Q25%; Q75%] [ ! 30[18; 50] 43[40:49] 0,083
nuTeNbHOCTL 3a6onesanus, net; Me [Q25%; Q75%
gisease duration, years; Me [Q25%; O£5%] ! 10[713] 816:11] Ll
Durtion o symptoms worseing, manin: e Q25%: 75%] SUDE g 0.003
Bpems oT ae6tota 40 Havana natoreHeTuyeckoin Tepanuun, mec; Me [Q25%; Q75%
Orr)lset-to-tﬁerapy tﬁne, months; Me [Q25%; 075%]p [ ! 31;6] AN T i
Xapakrtep pne6iota, n (%): | Onset type, n (%):
0NnpA (< 8 Hem) | acute-subacute (< 8 weeks) 5 (45,5%) 2 (16,7%) 0,096
XL (> 8 Hep) | chronic (> 8 weeks) 8 (54,5%) 10 (83,3%)
[porpeccupytoLlee Tevenue, n (%) | Progressive course, 1 (%) 5 (45,5%) 9 (75,0%) 0401
HenporpeccupytoLee Teveque, n (%) | Non-progressive course, 1 (%) 18 (54,5%) 3 (25,0%)
Peunansupytolee tedeHue, n (%) | Relapsing course, 11 (%) 8 (54,5%) 5 (41,7%) 0,514
OTtcyTcTBuMe peumansos, n (%) | Non-relapsing course, 1 (%) 5 (45,5%) 7 (58,3%)
NIS, o6wuit 6ann; Me [Q25%; Q75%] | NIS, total score; Me [Q25%; Q75%]
B AeobtoTe | at onset 76 [43; 96] 22 [12; 53] < 0,001
B katamHese | at follow-up 20 [10; 28] 63 [20; 81] 0,008
INCAT, o6wuir 6ann; Me [Q25%; Q75%] | INCAT, total score; Me [Q25%; Q75%]
B ae6toTe | at onset 31[2; 5] 2[1;2] 0,001
B KatamHese | at follow-up 010; 2] 412; 9] 0,001
CumnTombl B febtoTe, 1 (%): | Symptoms at onset, 71 (%):
asurarensHble (BK) | motor (UL) 2 (66,7%) 8 (66,7%) 1,000
aurarensHble (HK) | motor (LL) 9 (87,9%) 4 (33,3%) 0,001
yyBCTBUTENbHBIE (BK) | sensory (UL) 20 (60,6%) 8 (66,7%) 1,000
yyscTuTenbHble (HK) | sensory (LL) 4 (72,7%) 4 (33,3%) 0,034
cUMMeTpUYHbIe | symmetric 8 (84,8%) 4 (33,3%) 0,002
acuMMeTpuyHble | asymmetric 5(15,2%) 8 (66,7%)
CumnTtombl B KaTamHese, n (%): | Symptoms in the follow-up period, n (%):
asuratenbHble (BK) | motor (UL) 3(39,4%) 11 (91,7%) 0,002
asurarenbHble (HK) | motor (LL) 8 (54,5%) 10 (83,3%) 0,096
yyBcTBUTENbHbIE (BK) | sensory (UL)) (42 4%) 10 (83,3%) 0,020
yyscTeuTenbHble (HK) | sensory (LL) 22 (66,7%) 8 (66,7%) 1,000
CUMMETpUYHbIe | symmetric 23 (92,0%) 3 (25,0%) < 0,001
acummeTpuyHble | asymmetric 2 (8,0%) 9 (75,0%)

Mpumeyanue. BK — BepxHue KOHe4YHOCTN; HK — HIDKHUE KOHEYHOCTH.

Note. UL, upper limbs; LL, lower limbs.
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KOHEYHOCTelt: KaK MbliedHas ciabocts (91,7% nportus 39,4%
npu TXBIIT; p = 0,002), Tak ¥ 4YyBCTBUTEJbHbIE HapYILECHUSI
(83,3% npotus 42,4% npu TXB/IL; p = 0,020). HecmoTpst Ha
Oostee TKENbIN neOl0T 3a0o0neBaHus mpu TXB/II, Ha MomeHT
BKJIIOUCHUS B MCCIIENOBAHME PE3YNBTaThl OLEHKU II0 IIKAJIaM
NIS, MRCss u INCAT y 3TuX y4aCTHMKOB CBUIETEIHCTBOBA-
1 0 Oojee JIETKUX HapylleHUsX, yeM y mauueHtoB ¢ MXBJIII
(p =0,008; p=10,004; p = 0,001 COOTBETCTBEHHO), YTO YKa3hIBACT
Ha 1o, yto TXB/IIT 1yuine nmoamaércst neueHuIo.

AHaJ13 TIaTOreHeTUYECKOl Tepary Y MalMeHTOB ¢ pa3HbIMU Ba-
puantamu XB/IIT npencrasien B Tabi. 4. [IpumeyatenbHo, YTO
B OTHaNIEHHOM KaTamHe3e OosbHbie MXBJ/IIT moctoBepHO yaile,
yeM nauueHTsl ¢ TXB/ITT, Hy:knamich B maToreHeTUYeCKOM Tepa-
K 11t moaepskanus pemuccnu (83,3% nporus 42,4% ciyyaes;
p=10,020), a cpenu yuactHukoB ¢ OI1/] moanep:xuBaroias Tepa-

TeueHve XpOHVYECKOI BOCTINMTENBHOI AEMUENMHU3APYIOLLE NOMMHeIpOnaTK

st Obl1a HeoOXomumMa TobKo 4 (23,5%) OONbHBIM, B TO BpeMs
Kak cpeny ygacTHUKOB ¢ X — 20 (71,4%) genosek (p = 0,002).
Kaxmprit Tpetrit marmeHT, Kotoporo jeunm ' KC, Hyxmancs B
Tepanuy mpernapataMy 3TOM TPYIIIbI IS TOAAePXKAHUS PEMMC-
cunt (38,7% GombHbIx TXBIT 11 33,3% GonbHbix MXB/IIT), mawm-
et ¢ OI1/ momyyanu nopmepskusatoinyio Tepanuio ['KC tomb-
ko B 2 (13,3%) cinyyasx.

BBUT ucnosb3oBanu B KayecTBEe MEPBUYHOI MaTOreHeTHYE-
CKO Teparmu, 4acTo IPH HeTOCTaTOUHOM 3(h(eKTe M HATUINH
no6oyHbix 3¢dexkroB ['KC. IIpoBeneHue moaaepxuBawIeii
BBUT nocie nepBuyHOro Kypca TpeboBaioch BceM MallMeH-
tam ¢ MXBJIIT u 9 (52,9%) nmamuentam ¢ TXBAII. B monnep-
kuBaroniel komouHuposanHoit Tepanuu ['KC u BBUT Hyx-
ganuck 6 (37,5%) yuactrukos ¢ TXB/IT u 1 (14,3%) yyacTHUK
¢ MXBJII.

Tabamua 4. Anam3 naToreHeTHYECKO# Tepanuu ¢ YY€TOM KimHudeckoro Bapuanta XBJIIT

Table 4. Evaluation of specific therapy based on CIDP variants

Bapuant Tepanuu | Therapeutic options

MpoBogunack natoreHeTnyeckas tepanus, n (%) | Specific therapy, n (%)
Yny4LueHue B OTBET HA Tepanuio B Lenom, 11 (% OT NauueHToB, KOTOPbIM €& NpOBOANN)

Overall response to therapy, n (% of the patients received)

Heo6Xx04MMOCTb MOALEPKIMBAOLLEN Tepanmn Ha MOMEHT BKJTHOYEHNS B UCCneaoBaHune, n (%)

Need for follow-up maintenance treatment at baseline, 11 (%)
MposegeHue Tepanuu FKG; n (%) | GCS therapy; n (%)

Yny4weHue B otBeT Ha Tepanuto NKG, n (% OT nauneHTOB, KOTOPLIM e€ NPOBOANAN)

Response to GCS, n (% of the patients received)

HeobxoanumocTb nogaepxusatoLeid tepanun FKGC, n (% 0T nauneHToB, KOTOPbLIM €€ NPOBOANIIM)
Need for follow-up GCS maintenance treatment, 1 (% of the patients received)

lNposepnenue nnasmadpepesa; n (%) | Carrying out plasmapheresis; 1 (%)
Yny4LlueHue B OTBET Ha nna3macdiepes, /1 (% OT NaLMeHTOB, KOTOPbIM ero NPOBOANN)

Response to plasmapheresis, 11 (% of the patients received)
MposeaeHue BBUT, n (%) | IVIG therapy, n (%)

Yny4wenue B 0TBeT Ha BBUT, n (% 0T nauneHToB, KOTOPbIM €€ MPOBOAUIIN)

Response to IVIG, n (% of the patients received)

Heo6xoaumocTb nogaepxusatoLlein BBAT, n (% 0T naumeHToB, KOTOpbIM €8 NpoBoguIIn)
Need for follow-up IVIG maintenance treatment, n (% of the patients received)

TXBAN MXBAN
Typical CIDP  Multifocal CIDP P

32 (97,0%) 9 (75,0%) 0,052

31 (96,9%) 7(77,8%) 0,044

14 (42,4%) 10 (83,3%) 0,020

31 (93,9%) 9 (75,0%) 0,109

23 (74,2%) 2 (22,2%) 0,010
12 (38,7%) 3 (33,3%) 1,000
23 (69,7%) 5 (41,7%) 0,163
16 (69,6%) 3 (60,0%) 0,586

17 (51,5%) 7 (58,3%) 0,746

Heo6xoanMmocTb noafepXmBatoLLeli KoOMOUHUPOBaHHON Tepanun BBUT n TKC,

n (% OT NauneHToB, KOTOPbLIM €€ MPOBOANIIN)

Need for follow-up IVIG + GCS maintenance treatment, n (% of the patients received)

lpoBeaexue Tepanun MMMyHocynpeccasTamu, 1 (%)
Immunosuppression, n (% of the patients received)

BapuaHT Tepanun ummyHocynpeccanTamu, 11 (% 0T NaLueHToB, KOTOPbIM €& NPOBOAMAN):

Immunosuppression options 1 (% of the patients received):
asatnonpuH | azathioprine
umuknodpocammg | cyclophosphamide
putykcumao + umknodocdamung | rituximab + cyclophosphamide
puTyKcumao + azatmonpuH | rituximab + azathioprine

Yny4uieHue B OTBET Ha Tepanuio UMMYHOCYNpeccaHTamu,
n (% OT NauneHToB, KOTOPbLIM €€ NPOBOAUIIN)
Response to immunosuppression, 11 (% of the patients received)

14 (82,4%) 6 (85,7%) 1,000
9 (52,9%) 7 (100%) 0,054
6 (37,5%) 1(14,3%) 0,366
8 (24,2%) 3 (25,0%) 1,000
5 (62,5%) 1(33,3%)
1(12,5%) 0 (0%) 0,133
2 (25,0%) 0 (0%)

0 (0%) 2 (66,7%)
2 (25,0%) 0 (0%) 0,206
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WmmyHoCympeccaHThl BBOAMIM MPU HEAOCTaTOYHOM 3hhek-
Te Tepanuu mepBoi juHUK 8 (24,2%) nmaumentam ¢ TXBIT
u 3 (25,0%) nauuentam ¢ MXB/II1. [IpoBeneHne UMMyHOCY-
MPECCUBHOM Tepanuu yay4uuio cocrossuue y 2 (25,0%) 60ib-
Hbix ¢ TXB/IIT, Torna xax mpu MXBJIIT yny4ineHus ¢ moMOLIbIO
MMMYHOCYTPECCAHTOB JOCTUYb HE YIalI0Ch.

Kaunuueckue gpaxmoput npoerosa
nebaazonpuammuozo mevenus XBJ{I1

B cootBeTcTBUY ¢ pa3zpabOTaHHBIMU HAMM KPUTEPUSIMU Ha MO-
MEHT BKITIOUEHUS B MCCIIeOBaHMEe HEOTaroNpUsITHOE TeUCHUE
XBAIT nabmonanock y 24 (52,3%) y4acTHUKOB, OIaromnpusT-
Hoe — y 21 (46,7%). KnmmHMKO-aHaMHECTHUECKUE XapaKTepH-
CTUKM TALMEHTOB C Pa3IMYHbIM TeYeHUEM 3a00IeBAHUS TIPE/I-
CTaBJIEHBI B TA0. 5.

Y yuacTHUKOB ¢ HeOJaromnpusTHbIM TeUeHUEeM 3a00JeBaHUE
MaHubecTpoBaio B Oosnee mo3nHeM Bo3pacte — B 47 [30;
50] ner mpotus 30 [19; 40] et mpu GIArONPUATHOM TEUCHUU
(p = 0,049). Takxe mig HeOJArompUATHOTO TeUeHUs ObLIM
0ostee xapakrepubsl X/1 (83,3% mnporus 38,1%; p = 0,002)
n MXBJIT (41,7% nipotus 9,5%; p = 0,020).

[MauuenTtel ¢ HeGmaronpusTHHIM TeueHueM XB/III umenu
MeHee BBhIpaXKEeHHBII HEBPOJOTMUYeCKUi TeUINT B 1edroTe
3aboneBanus. Tak, mennaHa o6mero 6amia NIS y Hux co-
ctaBnsna 44 [24; 71], Torga Kak y y4aCTHUKOB ¢ 0J1aronpu-
ATHBIM TeueHueM — 78 [50; 96] (p = 0,006). OmHako Ha
MOMEHT BKJIIOUEHMSI B KaTaMHECTUYECKOE WCCIeTOBaHUE
HEBPOJIOTHUECKUI IeDULINT Y MAIUEHTOB ¢ HEOJIarompusT-
HBIM TCUYECHHEM CTAHOBHICSI Oojice BBIpakKeHHHIM. Menna-
Ha oO1ero 6amna NIS y Hux coctaBnsiia 52 [24; 74], Torna
KaK y y9aCTHUKOB C OJaronpusiTHeIM Tedyeruem — 12 [8; 21]
(p <0,001).

YV y4acTHHUKOB C HeOJAromnpuSATHHIM TEYECHUEM IIPOXOAUIIO
OoJibllle BpeMeHM OT JebroTa 3aboseBaHMs 10 Hayajia IaTo-
reHeTnaeckoit Teparmu (12 [2; 120] mec mpotus 2 [1; 3] mec;
p=0,002).

[To pe3ynsraTamM cpaBHEHUS TPYIIN HEOJATONPHUSITHOTO U OJa-
ronpusgTHoro tedeHuss XBIII Obuin oToOpaHbl Cieayrolue
MOTEHLIMAIbHBIE MPEIUKTOPbI: BO3pACT B IeOIOTE, XapakTep
nebioTa, MPOJIOLKUTEIBHOCTh OT Ae0l0Ta 10 Hayaja ratore-
HeTrmyeckoil Teparuu, NIS B me0ioTe, KIMHUYECKNN BaprUaHT
XBAIT.

Ta6mma 5. Kimmanko-anaMHecTHIECKHE TaHHbIE YIACTHHKOB ¢ Pa3IHYHbIM XapakTepoMm Tedennss XBJIIT

Table 5. Clinical and history characteristics of patients with favorable or unfavorable CIDP course

Xapakrtepuctuka | Characteristics
H1cno y4acTHIUKOB, N
Number of participants, n
Mon, n (%) | Sex, n (%):
Myxckon | male
XeHckui | female

Bospact B ne6tote 3a6onesanuns, net; Me [Q25%; Q75%]
Age at disease onset, years; Me [Q25%; Q75%]

Bpems 0T Ae6toTa [0 BBeEHMS naToreHeTuyeckoin tepanuu, mec; Me [Q25%; Q75%]

Period from onset to initiation of therapy, months; Me [Q25%; Q75%]
Bapuant XBIM, n (%) | CIDP variant, n (%):
TXBAM | typical
mXBAMM | multifocal
XapakTtep fe6tota, n (%): | Type of disease onset, n (%):
0nf (< 8 Hep) | acute-subacute (< 8 weeks)
XO (> 8 Hen) | chronic
NIS B ne6tote, 06wwwit 6ann, Me [Q25%; Q75%]
NIS in onset, total score, Me [Q25%; Q75%]
Mposeaenue Tepanun NKC, n (%)
Carrying out GCS treatment, n (%)
MposegeHue nnasmadepesa, n (%)
Carrying out plasmapheresis, n (%)
lMposenexue BBUT, n (%)
Carrying out IVIg, n (%)
lpoBeaexue Tepanun MMMyHocynpeccasTamiu, 1 (%)
Carrying out immunosuppressant therapy, n (%)

He6naronpustHoe
Te4YeHue
Unfavourable course

bnaronpusTHoe
Te4YeHue p
Favourable course

24 21

11 (45,8%) 10 (47,6%)
1,000
13 (54,2%) 11 (52,4%)
47 [30; 50] 30 [19; 40] 0,049
12 [2; 120] 2[1: 3] 0,002
14 (58,3% 19 (90,5%
( ) ( ) 0,020
10 (41,7%) 2 (9,5%)
4 (16,7%) 13 (61,9%) 0,002
20 (83,3%) 8 (38,1%)
44 [24; 71 78 [50; 96] 0,006
23 (95,8%) 17 (81,0%) 0,169
17 (70,8%) 11 (52,4%) 0,233
19 (79,2%) 5 (23,8%) <0,001
8 (33,3%) 3 (14,3%) 0,177
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The ROC curve for NIS total score at the disease onset.

AHammM3 MOIENN C BKITIOUYCHNMEM BBIIICTIEPEUNCICHHBIX MOKa-
3aTeNeil onpeaeana B KauecTBe mpeaukTopos TeyeHus: XBIIT
obuwmii 6amn NIS B 1ebroTe ¥ KIMHUYECKUIF BApUAHT 3a00J1e-
BaHMsA. B cOOTBETCTBUM C pe3ybraTaMyl aHaIKM3a BEPOSITHOCTD
HeO1aronpusITHOro TeueHust nmosbiinaercs npu MXB/II1, a Tak-
Ke, IPOTUB 0XXUJaeMOT0, TIpY 00JIee HU3KOM 3HAYEeHUU 0011e-
ro 6ajta NIS (T.e. mpu 6oJiee IETKOM HEBPOJIOTMYECKOM Iedu-
1IUTe) B A€010TE 3a001€BAHMUS.

BosmoxHOCTH pacuéra YpOBHSI 3HAYMMOCTH ¥ OTHOIICHHS
IIAHCOB IS BBISIBACHHBIX TTPEIUKTOPOB OIPaHUUMBAIUCH Ma-
JIbIM 00BbEMOM BBIOOPKM (Majioe YMCIO CiyvyaeB B OJHON M3
Kateropuii mpemukropa «Kmuamueckwmii Bapmant XBIII»).
OnHako KayecTBO MPEIUMKTUBHON MOIENIM 0Ka3aloch XOpo-
muM (ypoBeHb 3HaunMocTu st Moziern p < (0,001; mcesmo-R2
Haiimxenkepka = 0,456; ypoBeHb 3HAUMMOCTH IJISI KPUTEPHUS
Xocmepa—Jlemenena p = (0,945).

JI1st 0TOOPaHHOTO KOJNMYECTBEHHOIO IIPEIUKTOpa «OOIINit
oayu1 NIS B nedrote 3a00eBanus» ¢ nmomoinbio ROC-ananmsa
ObLIO OMpe/eeHO MOPoroBoe 3HaueHue (pucyHok). ITnomannb
o KpuBoil [95% HnoBepuUTENIbHbBIA MHTEPBAI] s JaHHOIO
nokasaresns cocrasuia 0,739 [0,593; 0,885]. OntumainbHoe mo-
poroBoe 3HaueHue 110 MHIeKcy MomeHa OBIIO ompeneieHo Ha
ypoBHe 60 6ajIoB (BEPOSATHOCTb HEOJIATOIPUATHOIO TEUEHMS
XBAIT noseinraercs npu obiem 6amie NIS B nediote 3a60.1e-
BaHus MeHee 60). UyBCTBUTEIBHOCTh U CHELU(PUIHOCTD ISk
91011 Touku coctaBuin 71,4 n 70,8% coOTBETCTBEHHO.

O0cyxenne

B nHamewm wuccrnemoBaHuM ObUT MPOBEAEH PETPOCIIEKTUBHbBIIMA
aHaIM3 KIMHUKO-aHAMHECTHMYECKUX JAHHBIX JOCTATOYHO
001110} BHIOOPKM MALIMEHTOB C UINTENbHOCTbIO X BJITT 60.1b-
mie 5 stet. Y 33,4% yyactHukoB CDAS cOOTBETCTBOBAT KIMHM-
YeCKOU PeMMCCHHU 0e3 MaTOreHeTMIECKON Tepalii B TeUCHIE
5uoonee net (CDAS 1A, 1B). D10 moka3bIBaeT, 4To B OTAANEH-

TeueHve XpOHVYECKOI BOCTINMTENBHOI AEMUENMHU3APYIOLLE NOMMHeIpOnaTK

HoM KaTamHe3e XB/II1 MoxXHO 100MThCs CTAOMIBHOTO HEBPO-
JIOTUYECKOTO CTaTyca X OTMEHBI MOMNEPKUBAIOLIETO JeUSHMUSI.
Tem He MeHee Y 13,3% y4acTHUKOB COXPaHSNOCh HECTAOWIIb-
HOE aKTMBHOE TeyeHHe OONEe3HU C HETOCTATOUHBIM OTBETOM
Ha Tepanuio.

VHUKaATBbHOCTBIO Halllell BHIOOPKM OBbLIO HaJMuue OOJBHBIX C
pasHbIMU xapakTepamu neoroTa (OIT u X]1) 1 KTMHUYeCKAME
BapuaHTamMu XBIT (TUNMMYHBIM U MYIBTU(OKATBHBIM), YTO
TMIO3BOJTMIIO TIPOBOIUTH AHANIN3 C YUETOM 3THX (PAKTOPOB.

ITo Hammm manHbiM, OTTI XBJIIT 6611 XapakTepeH st 6oJee
MOJIOZIBIX TTAIIMEHTOB, TI0 cpaBHEeHUIO ¢ X1, 4To cormacyercs ¢
pesynsratamu G. Liberatore u coasr. [16]. Yuactauku ¢ OIT[
nMesn 6oJiee BeIpaXXKeHHBIN HeBpomornueckuii neuumt (NIS
94 176; 97]) u crenenb unBamuausaumu (INCAT 5 [3; 5]) Ha
MomeHT MaHudectanuu XB/II. 3a c4€T 5TOT0 GONBIIITHCTBO
60sbHBIX ¢ O, HecMOTPSI Ha TIPeATIoIaraeMblii JTOKHBIN T1a-
rao3 OBJII, B TeueHue Mecsiiia OT Hauaia 3a00JeBaHuUs MOy~
Yajii MaToreHeTUYecKyto Tepamnuto. B To xe Bpems npu X/ me-
JIiaHa BpeMEHU OT MaHU(beCTaIK 3a00JIEBAHNUS 10 TTOTYICHNUST
tepanuu gocturana 10 [4; 70] mec, T.e. 3amep:kka B HA3HAUCHUT
MaTOTeHEeTUYECKOM Tepamuu Oblda cyliecTBeHHOH. Bo3mox-
HO, 3TO OBIIO OTHOI M3 IPUYNH, ITO KOTOPOI Yepe3 5 u Dojee
JIeT OT Havana 3aboneBaHus yyactHuku ¢ OITJ] umenu meHee
BhIpaXeHHBIIT HeBposornueckuii neduumt (NIS 14 [6; 20]) u
MuHUMaIbHYI0 nHBaTuau3anuio (INCAT 0 [0; 1]). PesynsraThr
S. Kuwabara 1 coaBT. cCOTJIacyIoTCsl ¢ HalllMMU JaHHBIMU,, OTHAKO
BuccienoBanuu G. Liberatore u coast. y marmenTtoB ¢ OTT/I oT-
MeJaioch MeHee OaronpusTHoe TeueHue 3adosesanus |7, 16].
Takoe HECOOTBETCTBHE MOXET OOBSICHSATHCS CIyIasIMH ITO3M-
Hero pacrnio3HaBaHus octpoit XB/IIT u nnuTenbHBIM BeeHU-
€M TaKuX MalueHTOB B paMKax cuHapoMa [uiiena—bappe (6e3
HasHaueHus Tepanuu [KC).

B nameit pabore 73% yyacthuka umenn TXBIII, a 27% —
MXB/II, uyro cootBeTcTBYeT naHHBIM M. Mahdi-Rogers u co-
aBrT. [17]. B To xe Bpems B uccienosanuu P. Doneddu u coast.
MXB/II Bcrpevanach Bcero y 4% GoabHbix [4]. Criemyer oT-
METHUTh, UTO B paMKax Hallleil pabOThl OTCYTCTBOBAJIa BO3MOX-
HOCTb BBHISIBJICHHS MAIIMEHTOB ¢ ayTOMMMYHHBIMU HOIOIATH-
amu ¢ IgG4-antutenamu (Heiipodacumt 155, KOHTaKTHH 1,
KOHTaKTUH-aCCOIMAPOBAHHBIA TIPOTCHH, M30(OPMBI HEHpO-
(aciuHa 140/186), xoTopble B COOTBETCTBUU C KPUTEPUSIMU
EAN/PNS2021 ne otHocsitcst kK XBJIIT u3-3a ocobeHHOCTEl
KJIMHUYECKOTO (DeHOTHIA, TeUEHUS OONe3HM U PEe3UCTEHT-
HOCTH K Tepanuu nepBoit tunuu [3, 18, 19]. Tem He MeHee B
HallleM MCCNIeJOBAaHUM OOJBIIMHCTBO y4acTHUKOB ¢ OIIJI
ycrnenHo otevanu Ha tepanuio ['KC v umMenn MUHUMAaIbHBIA
HEBPOJIOTUUECCKUI NeUINT B OTIAIEHHOM KaTaMHe3e, UTo He
XapaKkTepu3yeT MalMeHTOB C ayTOMMMYHHBIMU HOJOMNATUSMMU,
B CBSI3M C 9TUM MbI CUMTAEM, YTO B HAIIEH BHIOOPKE TAKMX Ta-
LIMEHTOB He OBLIO.

B namewm uccnenosanuu OI1/] vame Habmogancs mpu TXBTI.
OnHako oH ot™euascs Uy 17% o6onpHbix ¢ MXBIII, misa xo-
TOPOr0 OOBIYHO XapaKTepHO MeIIEHHO-IIPOTPEeCCHpPYIONIee
teyeHue [20]. ¥V OonbmmHcTBa yuactHukoB ¢ TXBJIIT mpomos-
JKUTEJIHOCTh HAPACTAHMS CUMIITOMOB He TpeBbiliana 6 Mec, 1
B ITOJABJISIONIEM OOJIBIIMHCTBE c1ydaes (88%) mis ycraHOBIIE-
HUSI IMarHo3a TpedoBaoch MeHee rojia. B nebrote 3aboneBaHus
nauueHTbl ¢ TXB/IIT umenu 6osee BoipaxXxeHHbIE HEBPOJIOTHYE-
ckuii gedunut (NIS 76 [43; 96]) u cTeneHb MHBATUIM3AMI
(INCAT 3 [2; 5]) o cpasrenuto ¢ MXB/II1. st 6onbimHCTBA
nauueHToB ¢ TXB/IIT Obu1n XapakTepHbl CUMMETPUYHBIE BU-
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rateibHbIC U YYBCTBUTENbHBIC HAPYLICHUST B BEPXHUX U HUX-
HUX KOHEYHOCTSIX C MPEeMMYIIECTBEHHBIM BOBJIEUEHHEM HOT,
YTO COOTBETCTBYET KIMHWIECKUM TIPEICTABICHUSIM O TAHHOM
3a00JIeBAaHUY U TTOJTHOCTBIO YKJIAJbIBAETCS B €r0 KITMHUYECKKE
KPUTEPUH.

[Mocne yctaHOBIEHMS AMAarHO3a mouTH BeeM (97%) yuacTHUKaM
Hatero uccaenoBanus ¢ TXBJIT HazHavanach nmaToreHeTHYE-
ckag tepanust. [Ipennourenue otnasaioch 'KC. BBUT nposo-
nuaack nosoBuHe 6obHbIX ¢ TXBJIIT, Hepenko B KoOMOMHALIMM
¢ I'KC. YeTBepTu maiueHTOB IPH HEAOCTATOUHON 3(PHEKTUB-
HOCTH TepaIiy TIepBOii IMHAW HAa3HAYAIUCH LINTOCTATUKH. J10
97% y4acthukoB ¢ TXB/II1 oTBevyany Ha IaTOreHETUYECKYIO
Tepamnuio yIydIieHueM, B OTHAIEHHOM KaTaMHe3¢ B Teparuu
IUTSI TIONIEPXXAHMS PEMUCCUH HYXIATHNCh MEHBIIE TIOJTOBUHBI
(42%) Taxux OOJIbHBIX.

Ananu3s ocodbeHHocteit Teyuenus TXBJIIT mokasai, 4o B oTna-
JIEHHOM KaTaMHE3¢ COXPAHSIOTCS CUMMETPHYHOCTH CHUMIITO-
MOB U TIPEUMYIIIECTBEHHOE BOBJICUCHNE HIKHUX KOHEYHOCTEH.
B nanpHeiieM y JaHHBIX MAlMEHTOB OTMEYAIOTCSl MEHbIIast
BBIPAXXEHHOCTB HeBpoJjtormyeckoro aedumuta (NIS 20 [10; 28])
n crenenb uHBanuauzauuu (INCAT 0 [0; 2]) mo cpaBHEHUIO
¢ MXBJIII. bonee Toro, cocrosHue nauueHtoB ¢ TXBIII ve-
pe3 5 u bosee JeT mocie Havaua OblJI0 3HAUMMO JIy4llle, YeM B
nebroTe (MeHee BBIPAXXEHHBI HEBPONOTMUCCKHUN TeDUINT U
CTeTeHb MHBAIMIN3ALNHN). DTO YKa3bIBaeT Ha BO3MOXHOCTb
BOCCTAHOBJICHUS JIBUTATCIbHBIX (DYHKUAA W yBETMICHUS
(byHKIIMOHATEHON aKTUBHOCTH MALIMEHTOB Ha (POHE CBOEBpE-
MEHHO Ha3HAYEHHOW MATOTeHETUYECKOW Tepanuu, U B LEIOM
MOAKPEIUISeT cyxkaeHue o ToM, 4to XB/IIT MoxHO oTHecTH K
KypaOeJIbHbIM 3a00JIeBaHUSIM C 0J1arONPUSTHBIM TEYEHUEM.

Jns nauvento ¢ MXB/III B Halem ucciaenoBaHUM ObLIM Xa-
pakTepHbI OoJiee MO3MHMIA BO3pacT Je00Ta, JOBOJBHO HETpy-
ObIif HeBpoJoTMIecKil meduimt (oommit 6amt NIS 22 [12;
53]) u nérkas creneHb unpanuausauu (INCAT 2 [1; 2]) Ha
MOMEHT Hauana. 3aboJieBaHMe Y HUX 3a4acTyio (66,7%) Haun-
HaJIOCh aCUMMETPUYHO, TIPOSIBIISASCH MBIILIEYHOI CTabOCThIO 1
YyBCTBUTEBHBIMY HAPYIICHUSIMU IIPEUMYIIECTBEHHO B BEpPX-
HUX KOHEYHOCTSIX, UTO SIBNISICTCS M3BECTHON OCOOCHHOCTHIO
MXB/II, Ho ne TXBIIT [21]. OT™Meuanoch MeaaeHHOE MPo-
rpeccupoBaHue CUMITOMOB (MeamaHa 66 [7; 132] mec), 4yto
VBEJIMYMBAJIO BPeMs OT Ae0I0Ta 10 YCTAHOBJICHUS IMarHosa u,
COOTBETCTBEHHO, CTapTa MaTtoreHeTu4yeckon Tepamuu. B 57%
cnygasx MXB/IIT Oblna AuarHocTpoBaHa He paHblIle, YeM Ye-
pe3 3 roa ot Havana 3aboneBaHus (66 [8; 108] Mec B cpaBHEHUM
¢ 312;9) mec mpu TXBIIT; p = 0,011).

[MatoreHeTnyeckas Tepamusi mpoBogwiachk 75% ydacTHUKAM
Hamlero uccnegosanus, ctpagatomium MXB/II, ocranbHbie
(25%), ¢ MeHee rpyObIM HEBPOJIOTMYECKUM AE(DULIUTOM, OXKH-
namu nostyyenue BBUT. Tosnbko 22% nauuentos ¢ MXB/IIT o1-
Beyasu yayunieHueM B oteeT Ha Tepamuio [KC. B 58% ciyuaes
Obu1a Ha3HayeHa BBUI, mpu 3ToM ynyuleHue ObUIo JOCTUTHY -
TO y 86% OOJIBHBIX, YTO MOAKPEILISET TaHHBIE O JIyYIlIeM OTBETe
Ha BBUT, wem 'KC npu MmXBTI [20]. B otnanénHom Katam-
He3e B Teparuy JUIS MOAAePKaHMsI PEMUCCUU HYXIanuch 83%
yuyactHuKoB ¢ MXBJIII, T.e. B 2 pa3a vamie, yem npu TXBJII
(42,4%; p = 0,02). Takum 00Opa3oM, Mbl ITPOCJIEXMBAEM MO/~
TBepxaeHue Toro, yto MXBJIIT sBisieTcst Gosiee CIOXHBIM U
TPYAOEMKHUM JUIsl KypaLuu 1o cpaBHeHuo ¢ TXB/III.

B ornanéHHom katamHe3e y mauueHToB ¢ MXBII coxpaHs-
JIUCh ACUMMETPUYHOCTb CHUMITOMOB M MPEUMYIIECTBEHHOE

BOBJICUCHNE BEPXHUX KOHEYHOCTeil. TakuMm 00pa3oM, IIpH
JUTUTEJTBHOM TeUEHWM OOJIe3HW HE OTMEYanoch TpaHchopma-
LMY KIMHUYECKUX TPOSIBICHUI B xapakTepHblit aast TXBII
CUMMETPUYHBIIA ATTepH, YTO, BEPOSITHO, CBSI3AHO C Pa3HBIMU
NMaTto(hU3NONTOTNICCKIMI MeXaHM3MaMH JUTST KaXIoi 13 opm
[18, 22]. [Tpu sToM yuactHukM ¢ MXBJ/IIT Ha MOMEHT KaTam-
HECTMYECKOTO MCCIIeNOBaHMS (Ha CpOKax > 5 JieT OT Hayaja
00JIe3HM) MMEJTN CTATHCTAYCCKY 3HAYMMO 00JIee BRIPasKCHHBII
HeBpostornyeckuii gedpurut (NIS 63 [20; 81]) u cTeneHb nHBa-
mapu3ain (INCAT 4 [2; 5]) no cpaBrenuto ¢ nedtotom. CDAS
y 50% 6ombHbIX ¢ MXB/IIT coOTBETCTBOBAN HECTAOMIBLHOMY
akTuBHOMY 3a00seBaHMi0 (CDAS 5). MOXHO MpeanoaoXuTh,
4To y GoablMHCTBA nauueHToB ¢ MXBJ/IIT Bo3MoXXHOCTH Ma-
TOTCHETUYECCKOM Teparmy OTPaHWYMBAIOTCS CTaOWMIM3aIeit
TeueHus: bone3Hu. Takum 00pazoM, MbI TTONTYYUIN TTOAPOOHBIE
cBeleHus1 0 ToM, Kak mpotekaeT MXB/IIT B TeueHne MHOrux
JIET, ¥ CMOTJIU TIPEICTAaBUTh JOCTATOYHO apTyMEHTOB B ITOJI3Y
toro, uto MXB/II1 He cTOUT OTHOCUTH K BechMa OJaronpusiT-
HBIM, OCOOCHHO C YIETOM TOTO, UTO HEBPOJIOTUUECKUI nedu-
LIAT 1 CTETIEHb MHBAMIN3ALUK OOJTbHBIX C TCYEHHUEM BpeMEHH
TIPOTPECCUPYIOT, HECMOTPS Ha IPOBOIMMYIO ITaTOTEHETHUE-
CKYIO TepaImio.

Pe3ysbraTel Halrero mMccieqOBaHUS COTIACYIOTCS ¢ TaHHBIMU
G. Fargeot u coaBT., KOTOpbIe 00paIlalOT BHUMaHUE Ha BaX-
HocTh auddepeHuupoBkd MXBIIT oT apyrux BapUaHTOB,
YTOOBI TIPOTHO3MPOBATh TEPANIEBTUYECKMIA OTBET, KOTOPBIi
00bIuHO Xyxe, yeM nmpu TXBIIT. OHu TakKe yKa3bIBalOT Ha OT-
MeueHHbIe 1 HaMu ocobeHHocT MXBJIIT: HenpocTaTouHy0 3¢h-
(exrusHocTs 'KC u mna3macdepesa, 3aBucumocts ot BBUT u
MeHee 0J1aroNnpUsTHBINM MPOrHO3 MPU MHOTOJETHEM TEUeHUU
6onesnu [20].

[Tosryuus cTosib moapoOHbIE CBEACHMSI 00 OCOOEHHOCTSX Teue-
Hus pa3Hbix BapuaHToB XB/IT, Mbl mpeanpuHsIM yeunus as
M3YIeHHS TIPEAUKTOPOB HEOMATOMPUATHOTO TeUEHNUS JaHHOTO
3a0oseBaHus. B kauecTBe KpuTepueB HEOJArOMPUSITHOTO Te-
YeHUsI Ha OCHOBAHUM CBOETO OTIBITA U TIPOBEEHHBIX CpaBHE-
HUI MBI MIPUHSIM: HEMOCTaTOUHBIN 0TBeT Ha Tepanuio ['KC;
HEeoOXOAMMOCTb MOAAEPKUBaOIIUX KypcoB Tepanuu; CDAS,
paBHBI 3—5 B otmanéHHOM KaTamHe3e. COrJIacHO IMOJTyYeH-
HBIM HaMU pe3yJIbTaTaM, BepOSITHOCTb He0JaromnpusTHOTO Te-
yeHus npu XBJII1 moBbIaeTcst mpyu 10CTaTOYHO JIETKOM He-
BpoJiornyeckoM aeduiute B aedrote (oommii 6amr NIS < 60),
CEepbE3HBIM HEOMATOMPUATHBIM (PAKTOPOM TaKXKe SIBIISETCS
Hannuue MXBII. B nutepaType cpenu mpeaukKTopoB Heb1a-
TONPUSITHOTO TEYEHUsI YIIOMUHAIOTCS MO3IHUI 1e0I0T, MeJi-
JICHHO-TIPOTpecCUpyioliee TeIeHNE, aCUMMETPUYHOCTD CUM-
NTOMOB U OTCPOYEHHAs] MHULIMALMS Tepanuu. M, HanpoTus,
panHee Havyajno u OI1Jl, CHMMETPUIHOCTh CUMIITOMOB, TSIKE-
JIBI HEBPOJIOTUUYECKUI TeULIUT B nebI0Te, pelUAMBUPYIO-
1iee TedyeHue 00Ne3HM, CBOEBPEMEHHAs! MHUIIMALINS TIaTOTe-
HETUYECKOW T€paNuu U JOCTATOYHBIA OTBET HA €€ BBEACHUE
paccMaTpuBalOTCS B KauyecTBE OJArompHsTHBIX MPOTHOCTH-
yeckux ¢akropos [7-9, 16, 23]. Haiu gaHHbIe COrIacyioT-
csl C paHee OMMCAaHHBIMU MpeaukTopamu TeueHuss XBIT —
st MXBIIT kak pa3 xapakTepHbl MO3AHUIT BO3pacT Ae0I0Ta,
MeJIeHHO-TIpOrpeccupyioliee TeYeHUe, acCUMMETPUYHOCTh
CYMIITOMOB ¥ JUIUTEJbHBIN TIEPUOI BPEMEHU OT 1edroTa 10
HayaJjia MaToreHeTH4yeckoi tepanuu. MakT accolualuy HU3-
Koro 6asa mo NIS B ne6toTe ¢ HeGIaronpPUATHBIM TPOTHO30M
MOXeET OBITh 00YCTOBICH TEM, UTO TPETh MAIIIEHTOB BEIOOPKH
obt ¢ MXBJIII, m1st KOTOPBIX XapaKTepeH HEBBbIPAXECHHDIIH
HEeBPOJIOTHUYECCKMIA Ae(DUIINT B AeOIOTe, Yalle ¢ PyK, U MeJ-
JICHHO-TIPOrpeccupyloliee TeUeHNe, Tak’Ke Mbl He BKITIOYAIN
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B MCCJIeJOBaHUE MALIMEHTOB C CeHCOPHBIM BapraHToM XBJIIT,
JUISL KOTOPBIX XapaKTepHbI HETPYObIit 1euuT u 6oJee 6J1aro-
MIPUATHOE TCUCHIE.

3akmoyenue

TXB/IIT xapakrepusyetcst 6;1aronpusTHbIM TPObUIEM TeUCHMUSI:
90% TaLeHTOB OTBEYAIOT HA TTATOTEHETUYECKYIO Tepanuio 1-ii
JuHUM B fe01oTe, 34% TaleHTOB He MMEIOT HEBPOJIOTMYecKo-
o fiehMIINTa U HAXOMSITCS B CTOMKON KIIMHIMYECKON PEMUCCUN
crycts 5 1 Gosnee JIeT OT Hauasa 3aboneBaHus. [1pyu mmtenbHOM
TeueHuu Oone3Hu (bonee 5 set) maumeHTsl ¢ TXBIIT umetor
MEHBIIIYIO BBIPAXEHHOCTh HEBPOJIOTMYECKOTO IeUIINTA U CTe-
TieHb MHBAIMAU3AIIMY, YeM B TEPBbIe TObI OOJNE3HU, a CITYCTS
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