KAMHUKA 1 AMATHOCTUKA

https://doi.org/10.17116/jnevro201811808240

I1epBuYHO-NIpOrpecCHpYIOIINii paccessHHbIi CKiiepo3 B Poccun: Meauko-
COIMOJIOTHYECKOE HCCIIeIOBAHME C YIACTHEM NMALUEHTOB U HEBPOJIOTOB

9.B. BAACOB'™, M.B. YYPAKOB?, M.A. KYPATOB?, T.H. TPOMOBA?, E.B. NMOIMNOBA**, O.B. BOMKO* ¢,
H.H. CMMMPUMH’, C.A. CBEPLIEBA®, T.H. BEAbCKAA®, H.A. MAAKOBA'®, ®.A. XABMPOB'",

T.1. XAMBYAAUH', C.B. KOTOB'?, 1.B. TPELLIHOBA'"?, 3.1. MBAILMHEHKOBA', M.A. BAKAAOBA'”,
N.A AMIMOABCKAA-TOCTEBA'®, A.H. BOMKO*—¢

'®OIbOY BO «Camapckuit rocyAapCTBEHHbI MEAMLIMHCKMI YHUBepcuTeT» Munsapasa Poccun, Camapa, Poccusi; 2LleHtp «CoumnanbHas
Mexanuka», Camapa, Poccus; *IbY3 «Camapckas obaacTHasi KAnHuueckast 6oAbHMUA M. B.A. CepeaaBuHa», Camapa, Poccus;

*®IbOY BO «Poccuickmnin HaUMOHAAbHBIA MCCAEAOBATEALCKMIA MEAULIMHCKMIA yHuBepcuTeT um. H.M. Muporosa» Munsapasa Poccuu,
Mocksa, Poccusi; *MexokpyxHoe oTAeAeHne paccesiHHoro ckaeposa [bY3 «lopoackasi kamHnyeckas 6oabHMua N224» AenapTameHTa
3apaBooxpaHeHns Mockabl, MockBa, Poccusi; *OO0 «HempokanHukar (KOcynosckas 6oabHMUa), Mocksa, Poccusi; 7OFBOY BO
«5IpOCAABCKMI rOCYAAPCTBEHHBI MEAMLIMHCKMIA YHUBepcuTeT» MuHsapasa Poccun, Spocaasab, Poccus; SLIeHTp paccesHHOro ckaeposa
Meawnko-canuTapHoin Hact «HedpTsHuk», TiomeHb, Poccus; “OIFBOY BO «lOxHO-YpaAbCKUi roCyAapCTBEHHbIA MEAULIMHCKU
yHuBepcuTeT» Munsapasa Poccun, HYeasburck, Poccuns; 1°ObaacTHoOi LeHTp paccesHHoro ckaeposza ®IEOY BO «Hosocnbupckuii
rOCyAapCTBEHHbIA MEAMLIMHCKMIA yHuBepcuTeT» MuHaapasa Poccun, Hosocnbupck, Poccusi; ''KasaHckas rocyaapcTseHHas MeAMUMHCKas
akasemmnss — cunanan OIOY AlNO «Poccuitckas MEAMUMHCKAsA aKaAGMMS HEMPEPLIBHOTO NPOdeCCMOHaAbHOrO 0bpa3oBaHus» MuH3ApaBa
Poccuu, Kasanb, Poccusi; “IBY3 MO «MocKoBCKMIT 06AACTHOM Hay4YHO-MCCAEAOBATEABCKUIA KAMHUYECKUA MHCTUTYT

M. M.®. Braanmmpckoro», Mocksa, Poccusi; *I'Y3 «YAbsiHoBcKasi obaacTHast KAMHMYeckast 6oAbHMUA», YAbsIHOBCK, Poccust; Y3
«Fopoackas 60AbHMUA ckopoi nomolun N°25», Boarorpaa, Poccus; *bY3 BO «BopoHexkckast obaacTHas KaMHuueckas 60AbHMLA NOT»,
BopoHex, Poccus; '*IbY3 «OpeHbyprckasi obaacTHas kAMHUYeckast 6oabHULA», OpeHbypr, Poccus

[MpeacTaBAEHbI OCHOBHbIE PE3YAbTaTbl MEAUKO-COLIMOAOTMHYECKOrO MCCAEAOBAHMS, MPOBEAEHHOIO C LIEAbIO M3YHEeHUs YPDOBHS YAOB-
AETBOPEHHOCTM Teparmei NauMeHToB C NepBUYHO-MNPOrpeccHpyiolinm paccesiHibiM ckaeposom (MIMPC). B onpoce, nposeaeHHOM
B 19 pernonax Poccuiickon Meaepaumnn, NpUHAAK ydacTme 437 NaumeHToB C yCTaHOBAeHHbIM anarHo3om MNINPC v 80 nespono-
roB, CNeLMaAM3UPYIOWMXCA B 0OAACTM AaHHOTO 3aboAeBaHMs. MccaeaoBaTeAbCKMIA MPOEKT ObiA OCylecTBAeH OBbLepoCcCcHinckomn
0611eCTBEHHON OpraHM3aumei MHBAAMAOB — BOAbHBIX paccesiHHbIM ckaepo3om (OOOUBPC) npu HaydHom yuacTun Poccuiicko-
ro KOMMTeTa UccAeroBaTenel paccesiHHoro ckaeposa (POKMPC). 3To nepselit ONbIT MPOBEAEHUS MEAMKO-COLIMOAOTMHYECKOTO MC-
cAeaOBaHus Ha TeppuTopun PO, oxeaTbiBatowmit u 60AbHbIX MIPC, 1 HEBPOAOTOB. BbiIBAEHBI TUMMYHbIE MEAMUMHCKME U COLIM-
aAbHble NPOBAEMBI, C KOTOPbIMM CTaAKMBalOTCs naunenTbl ¢ MNINPC, oTmeueHo CywecTBeHHOe CHMXKEeHMe Ka4ecTBa XXM3HM AaHHOM
rpynnbl GOAbHbIX.
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The main results of a medical-sociological study aimed at the evaluation of the level of satisfaction with treatment in patients with
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PaccestHnbiit ckiiepos (PC) — ogHa u3 HauboJiee ak-
TyaJIbHBIX TPOOJIEM COBpEMEHHOI HeBposioruu. Hecmo-
TPs Ha CYLIECTBEHHBII MPOrpecc B JIeYeHUU 000CTPEHU N
PC, ocobeHHO mpy peMUTTUPYIOIIEM BapyuaHTe TEYCHUSI
PC (PPC), coxpaHstoTCs CylIeCTBEHHBIE BOIIPOCHI B Tepa-
iy riporpeccupytonmx dopm PC. IpumepHo no 10—15%
6051bHBIX PC MMEI0T UMEHHO TIEPBUYHO-IPOTrPECCUPYIO-
1ee TeyeHue 3adonesanus (ITITPC), koTopoe xapakTepu-
3yeTcsl HEYKJIOHHBIM HapacTaHUEM HEBPOJOTUYECKUX
HapylLIeHMH ¢ KIMHUYeCKOro Havasa 3aboneBanus [1, 2].
DT ocobeHHocTU TeueHrs: PC MOryT OBITh CBSI3aHBI CO
cBoeobOpa3ueM MmaTroreHe3a, B OCHOBE KOTOPOToO JiexaT
HapacrTalolue oyarosbie u nuddy3Hble HeliponereHepa-
TUBHBIE MPOLIECCHl Ha (DOHE MEHEee BBIPaXEHHbBIX ayTO-
MMMYHOBOCHAJINUTENbHBIX U3MEHEeHUI [3, 4].

Ocob6oe 3HaueHue npu ITTTPC nmMeeT anTUTEN03a-
BUCHUMOE MOPaKEHUE OJTUTOJEHIPOLUTOB, YTO, BEPOSIT-
HO, U SBJISIETCS TPUYUHON YCTIEITHOTO UCITOIb30BaAHUS
aHTU-B-kjeTouHoii Tepanuu npu atom tune PC [5]. o
HellaBHero BpeMeHU 3¢ (HEKTUBHOTO MATOreHETUYECKO-
ro nedyeHus ITTTPC He ObLI0, UTO CEPLE3HO OTSTOIIATIO
MPOTrHO3 MPU MOCTAHOBKE TUAarHO3a, TAK KaK OCHOBY Jie-
YEHMUS COCTABJISUIU TOJIBKO CUMIITOMATUYECKasl TEparnust
u peabunurtauys [6]. OQHaKO HeIaBHO ObLI 3apPErUCTPH -
pOBaH M Hayaj aKTUBHO BHeApAThbCs B JedeHue [TTTPC
npenapar aHTU- B-Kj1eTouHOI Tepanuyu — OKpeanu3yMad
[7].

TITIPC o6nagaeT MHOXECTBOM MEAUKO-COLMATIbHBIX
0COOEHHOCTE, KOTOphIe MOKA MaJIO OTPaKEHbBI B JIUTE-
patype. EnuHuunHble paboTsl [4, 8, 9] yKa3biBaloT Ha 60-
Jiee Tsikestoe nojoxenue nauueHTos ¢ [ITIPC u3-3a He-
YKJIOHHOTO HapacTaHUsl HEBPOJOTUYECKUX HAPYIIEHUHA,
OTCYTCTBUS 2P (HEKTUBHOTO JICUEHUS U CHUKEHUS Kaue-
ctBa xu3Hu (K2K). ITosiBieHre HOBBIX TeparneBTUYECKUX
BO3MOXHOCTEN CTaBUT MEPe] TOCYAAPCTBOM U MENUIIUH-
CKHM c000111ecTBOM 3aaauu nosbiiieHus KK nmanuen-
toB ¢ [1TTPC, oka3siBaeMOif UM MOMOILU MO CYyOBEKTaM
P® u pa3zpaboTku cTpaTeruii 1yist yIydiieHus JOCTYITHO-
ctu Tepanuu. B Poccuu moka He mMpoOBOAMIUCH UCCIIENO-
BaHuUs ocobeHHocTel BausHus [TITPC Ha Menuko-co-
1IMAJIbHOE COCTOSTHUE MAlleHTOB.

WUccnenosarenbckuit poekT «ColraibHO-3KOHO-
MUWYECKOE UCCIEA0BAHUE PALIMOHATBHOTO MPUMEHEHUS
Tepanuu NepBUYHO-IPOTPECCUPYIOIIETO PACCESTHHOTO
cKkJiepo3a» peaimzoBaH OO11IepOCCUNCKON OO1IECTBEH-
HOIi opraHu3aleil THBaIUA0B — OOJIbHBIX PACCESTHHBIM
cknepo3om (OOOUBPC) npu noaaepxke Poccuiicko-
ro KOMUTETa UCCeN0BaTeell paCCesTHHOTO CKJIepo3a
(POKUPC) u LlenTpa ryMaHUTapHBIX TEXHOJOTUIA U UC-
cienoBaHuil «CollManabHas MEXaHUKA».

OCHOBHBIE 1LIeJIU TPOBOAUMOTO UCCAEAOBAHUS —
onpeneneHue npoduiad nanueHTta ¢ INITPC, ananus
YPOBHS YIOBJIETBOPEHHOCTHU TEKYLIEN Tepanueil y HeB-
pPOJIOrOB M MalMEeHTOB, aHanu3 u3MeHeHuit K2K 601b-
Heix ¢ [TTTPC B oT/inuMe OT pacnpoCTPaHEHHbBIX Bapu-
aHToB PPC, a TakXe BbIsIBIIeHHEe 00beMa MaTepUaIbHbBIX
3aTparT Npu JieueHUM 1 peadbunuraiu 60abHbIX TTTTPC.
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Martepuan u metoasl

B vccienoBaH OCHOBHBIM METOJIOM cOOpa TaHHBIX
SIBJISIIOCH IMUHOE UHTePBbIO (face-to-face). OnpannvBa-
JIUCh IBE KaTETOPUU PECTIOHIEHTOB: MAIIMEHTHI C YCTa-
HoBJeHHbIM AuarHo3om ITTTPC u HeBpoJoru, creuua-
Jusupytomuecs B obnactu ITITPC.

Onpoc npoBoaWIM Ha Tepputopun 19 cyobekToB PD.
Bcero 6butn onponieHs! 437 mauuentoB ¢ ITITPC u 80
Bpaueii-HeBposoroB. Coop nHGpoOpMaLUy U aHAJIU3 MO-
JIYYeHHBIX JAHHBIX OCYIIECTBIISITUCH B TIepHroz, ¢ 1 MIOHS
no 20 HostOopst 2017 r. OnHOBpeMEHHO MTPOBOAUIOCH UC-
cnenoBanue KK manuenTos ¢ ITITPC ¢ ucnonbs3oBaHu-
eM crieliuguueckoro ornpocHuka Multiple sclerosis Qual-
ity of Life (MusiQoL). MusiQoL 6bu1 co3nan B 2008 r.
TPYIIION CHENNaIMCTOB, 3aHUMAIOIINXCST U3YYeHUEM
KZK ipu PC. Ha nepBoHauaibHOM 3Tare 0oJiblias rpyr-
na yyacTHUKOB (1992 manmeHntoB ¢ PC pa3Hoii TskKecTH)
u3 15 crpan 3anonaHsaau MusiQoL ¢ Heabto cpaBHEHUS
ero ¢ onpocHukoM SF-36. Takxe cobupanu nHGopma-
LIMI0 00 UMEIOIIeCs CUMITTOMAaTHKE.

IMpoBeneHHBIN aHATU3 TTOKA3aJl BHICOKYIO BaJIUJI-
HOCTb U HafexXHOCTb MusiQoL kak MexXayHapoaHOM
TIPUHSATON crieniuduieckoi mkansl it oteHku KK y
6oabHbIX ¢ PC [10]. B mocienyoieM onpocHUK Mpo-
1IeJT TOTIOJTHUTEIbHYI0 Banyau3anuio B 9 crpaHax EB-
PpOITBI Ha pa3HBIX s13bIKax (['epMmanus, @panuwms, Mcma-
Hug, Utanusi, Hunepnanawl, beabrusi, Cepous, XopBa-
Tus 1 Poccust), pe3ynbTaTsl ObLUTA 000OIIEHBI C JAHHBIMU
Hecrienuuueckux mkan [11]. MusiQoL B HacTosee
BpEMSI CUMTAETCS OHUM U3 HanboJjiee MHGOPMATUBHBIX
CITelIMaIM3UPOBAHHBIX OTIPOCHUKOB TsT n3ydeHust K2K
npu PC, oH nepeBenieH Ha 14 S3bIKOB.

MusiQoL coctout u3 31 Bonpoca, Mo3BOJISIONIETO
3a KopoTkoe BpeMs1 oueHUTh KXK 6onabHoro ¢ PC cym-
MapHo ¥ 110 9 nomikaiam: JIA — nHeBHast aKkTUBHOCTb,
I1C — ncuxonoruyeckoe camouyBctBue, KC — KiInHu-
yeckue cuMintombl, OCJl — OTHOLIEHUS C APY3bsIMU,
OCC — otHoueHus ¢ cembeit, ICXK — nuuHas u cek-
cyanbHas xXu3Hb, Kon — konuHr, OC — OTHOILLEHUS C
cormymoM, OC3 — oTHOILIIEHHE K CUCTEME 31paBOOXpa-
HeHusi, ON — oObenuHsOIIMI 001IMit nHAeKC. 1o pe-
3yJIbTaTaM OINpPOCca PAaCCYMTHIBAIOTCS TTOKA3aTENN MO KaX-
IOU IIKaJIe Y OOIINI 00beTMHEHHBIN IT0KA3aTeb.

Pesynbratsl uccnenoBanus KX y 6ombHbix ¢ ITITPC
CpPaBHMBAJIM C JAHHBIMU IBYX OOJIBIIIUX MYTBTULICHTPO-
BbIX ucciaenaoBanuii [12, 13] mpu PPC, npoBeneHHbIX B
Poccuu B 2012—2015 rr. B ogHoM 13 Hux [12] Ob110 TTpo-
ananu3upoBaHo KX 1420 6onbHbiX PPC, KOTOpHIE Ha-
OJIIOAIUCh B HEBPOJOTMYECKUX KIIMHUKAX 56 TOpoaoB
Poccuu B pamkax npoekra EMR200077-510 nipu yya-
ctum 6osee 150 HeBposioroB. CpeaHuii BO3pacT MalyeH-
t0B ¢ PPC cocraBun 36,1+0,2 roga, mojist XeHIUH —
68%, cpennsis npogomkuteasHocth PC — 4,1740,09 ro-
na, tskecth PC nmo mikane EDSS — 2,71£0,10 6anna.
B npyrom MHoOroueHTpoBoM rccieaoBaHui [13], mpose-
JIeHHOM B 69 roponax Poccuu B paMKax MyJIbTULIEHTPO-
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Puc. 2. Tpynnel uhBaAuaHocTy y naumentos ¢ MMPC (%).

TabAnua 1. Xapaktepucrtuka 60AbHbIX ¢ PPC, npUHMMaBIIMX y4acTHe B MYABTMLIEHTPOBbIX MccAeaoBanusx KXK ¢ ucnoab3oBaHmem cneumdu-

4eckoro onpocHuka MusiQol

IToka3zarenb

Bonbubie ¢ PPC

Yucno 60abHbBIX, 1

KeHwmuHsbl, %

CpenHuii BO3pacT, roabl

Cpennsis pmutenbHOCTh PC, rombt

CpenHsist YacToTa 000CTPEeHUH 3a TOJI 10 Havajla Kypca Tepariu
CpenHuit unnekc EDSS, 6aibl

1954
68,0
37,240,15
5,3010,06
0,67+0,03
2,96+0,06

Boii mporpammbl DISCLER-1, 6b111a cobpaHa uHgopma-
uus o 534 nauuentax ¢ PPC (cpeanuii Bo3pact — 38,0+
0,3 roma, gosst XeHIUH — 68,2%, cpeaHss IIUTeb-
Hocth PC — 6,03%0,08 roma, tsxxects PC mo mikaie
EDSS — 3,19+0,08 6anna). B rpynny cpaBHeHHs BOLI-
1 1954 maumenta ¢ PC (1329 xeHIvH 1 625 My>KYUH B
Bo3pacTe oT 18 1o 56 yier, cpeaqHuil BO3pacT COCTaBUII
37,2+0,15 roga, mimrenbHocth PC — ot 1 rona g0 9 et
(B cpennem 5,3010,06 roga). Tsxects PC BapbupoBaia
ot 0 10 5,0 6aoB no mikane EDSS, B cpennem 2,96%0,06
bayuta. 1o obcienoBaHus Mojlydyaiy npenapaThl, U3Me-
nstoye redenue PC (ITUTPC) tonbko 9,5% GONbHBIX
(7,5% — TA, 2,0% — npenaparst UDH-b), 90,5% panee
He TosTydanu criermdudeckoro jgedenus: PC (Taoa. 1).

Pe3yAbTathbl
Meoduxo-coyuanvruiii npoguns nayuenma ¢ IIITPC

ITo manHbIM uccnenoBaHus, damie Bcero ITTPC
BCTPEYAETCS B CPEIHEN, DKOHOMMYECKHN aKTUBHOM BO3-
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pacTHo¥ rpymrne ot 36 1o 55 eT (XOTsS cpeIHUIt BO3pacT
nanueHToB Bbile, yeM npu PPC — 42 roaa). [TanueHt
¢ I[ITTPC, kak npaBuiio, UMeeT BLICOKUIT 00pa3oBaTeIb-
HBIIA cTaTyc, OOJIBIIOK TPYAOBOI CTax U Mpodeccruo-
HaJIbHBIN OITBIT KBAIM(UIMPOBAHHOTO crieanvcTa. OH
3a4acTyIo SIBJISIETCS] CEMEMHBIM YesioBeKoM (puc. 1), Boc-
MMUTHIBAIOILIMM OIHOTO WM ABYyX aeTeil. [Toutn 90% na-
uueHToB ¢ [TITPC nMeloT MHBATMIHOCTD, IPUYEM 2/, —
Hepabouwre rpynisl (puc. 2). [Togapmsioniee OONBITMH-
ctBO (78,7%) Ha MOMEHT IIPOBENECHMST AHKETUPOBAHUS
He pabotanu. Y3 Hux 76,7% OCHOBHOI IPUYMHOMI TEKY-
el He3aHSATOCTU Ha3BaJu OTCYTCTBUE BO3MOXKHOCTU
paboTaTh B CBSI3U C COCTOSTHUEM 310poBbs. [locie nua-
THOCTUPOBaHUS 3a00JIeBaHus, MOAABIISIONIEE OOJIBIITUH-
¢TBO (82,1%) mauueHTOB PEry/sipHO HaOII0JAI0TCS B I10-
JIMKJIMHUKAX 110 MECTY KUTeIbcTBa. OMHAKO, HECMOTPSI
Ha TSKecTb 3a00J1eBaHus, yacTh naueHToB ¢ ITITPC He
o0pallaloTcs 3a MEAULMHCKON TMTOMOILbIO B JieueOHbIE
YUPEKIECHMS 10 MECTY KUTEJbCTBA, TU00 AEIAI0T 3TO He
o4eHb yacTo: 10,8% oImpoIlleHHBIX HA pa3y He Iocela-
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Ovcyrcreme apdekTnsHoi Tepanum MATPC

OTCyTCTBUE KNMHMYECKUX PEKOMEHJAUMIA
nnec

Mo3aHAA ANArHOCTMKA Ha YPOBHE
NepeMYHOro 38eHa

Mo3aHAA AMAarHOCTUMKA Ha YPOBHEe
cneunan3npoBaHHoN HeBPONOrMYECKon
NOMOLLH

OTCyTCTBME BO3IMOMHOCTH BbINOAHUTD
MPT cnMHHOro mosra/ronoBHoro mosra

CLINICAL PRESENTATIONS AND DIAGNOSIS

Puc. 3. 3HaunmocTb NpodAem, MO MHEHUIO Bpayeli-HeBPOAOTOB, B BeaeHun naumenToB ¢ MIPC (cpeannii 6aan).

Tabamua 2. YacrtoTa OTBETOB Ha BOMPOCHI O rOCNUTaAM3aLIMAX NaLK-
entoB c MIMNPC B uentp PC

Kak yacto Bbl nmpoxoaute Kypc Yucno 60IbHBIX

CTalMOHAPHOTO JiedeHus B LieHTpe PC

10 MOBO/Y Ballero 3ab0JieBaHMs? n %
1 pa3 B Mecs11 3 0,9
1 pa3 B kBapTan 18 5,2
2—3 pazaBrOn 59 17,1
1 pa3BTON 113 32,8
1 pa3 B 2—3 rona 49 14,2
Pexe 66 19,1
Her craunonapa 15 4,3
Jpyroe 1 0,3
Her oTrBera 21 6,1
Bcero 345 100,0

JIN 32 TIOCJICIHUMA TOI HEBPOJIOTa B TTOIMKIIMHUKE B CBSI-
31 CO CBOMM 3aboyieBaHueM, 38% He obpallaiuch HU
pasy 3a To K TeparieBTy.

ITo moBomy cBoero 3aboieBanms B IieHTpax PC Ha-
omonaiorcs 80,1% omnpoiueHHbix nanueHTos ¢ ITTTPC.
YyTb Gosiee '/, MALIMEHTOB OTMETUIIM, YTO ITPOXOIAT KypC
CTalIMOHAPHOTO JICUeHUs He Jaiie 1 pasa B rox (Tadu. 2).

B xome ncciiemoBaHUs BpauyaM-HeBPOJIOTaM OBLIO
MPEIIOKEHO OTMETHTD IO CTEIIeHN 3HAaUNMMOcTH (1 — ca-
MBbIC BaXXHEIC, 5 — HAaMEHee BaXHBIE) TIPOOJIEMEI, C KO-
TOPBIMU OHM CTAJIKWBAIOTCSI TIPU BEACHUH MALICHTOB C
[IITPC. B Hactosiiee Bpemst HanboJjiee akKTyaTbHOM IIPO-
0JIeMOI ABJISICTCSI OTCYTCTBUE 3P (PEeKTUBHOI Tepanmuu
TIITPC (puc. 3). UyTh MeHee 3HAYUMBIM, HO TAKXKE BaXK-
HBIM, CYUTAIOTCS OTCYTCTBUE KIIMHNIECKIX PEKOMEHIA-
it gost TITTPC u mpo6eMa mo3aHel TMarHOCTUKHY 3a-
0oJIeBaHMS HAa YPOBHE IIEPBUIHOTO 3BEHA.

Hau6omnee gacto nucnonpsyembivu mpu ITITTPC mpe-
TapaTaMH SIBJITIOTCS TTIOKOKOPTUKOCTEPOUIBI, KOTOPHIE
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MMPUHUMAIOT KypcaMu (Jallle BCEro MeTUIIIPEIHU30JIOH).
INonapnsioiee 60abKUHCTBO (Gosiee 90%) omnpolieH-
HBIX Bpaueli-HEeBPOJIOTOB OLICHMBAIOT IIOTPEOHOCTH B 0O-
Jee 3(P(HEeKTUBHBIX JIEKAPCTBEHHBIX IIpernapartax JJIs Jie-
yeHud nanueHToB ¢ ITTTPC kak KpaiiHe BBICOKYIO U BbI-
cokyio. Ho Takxxe oHM BUIST U CIIOKHOCTH, KOTOPEIE
MOTYT BO3HUKHYTD IIPH TIOSBJICHUM TaKOTO IIpernapara,
CBSI3aHHBIE C BO3MOXXHBIM OTCYTCTBHEM €TO B COOTBET-
CTBYIOIIUX heaepaabHBIX TIEPEUHSX IJIs1 O0eCIIaTHOTO
ITOJTYICHMST JICKAPCTBEHHBIX CPEICTB.

B 10 xe Bpems 6osee 35% maneHTOB ceifuac mpu-
HUMAIOT JTU0O0 MIPUHUMAIIA paHee JOPOTOCTOSIIINE TIpe-
rmaparbl, B TOM YMCJIE HE 3apeTUCTPUPOBAHHBIC TP
[IITPC (ta6a. 3). Iuarnos IIITPC Bo MHOTOM SIBIISIETCS
perpocneKTuBHBIM. OnleHuBas TeueHue PC 3a mpomen-
Ui Toa v 0oJiee, a TaKKe B JeOloTe 3a00JIeBaHMS YacTh
MMAlIMEHTOB OTMEYAIOT IIePUOM CTAOMIN3ALINY U JaXe
CYOBEKTMBHOTO YIYYIIIEHUS, UTO IeIaeT 3ajavuy nudde-
pennmanbHoit auarHoctuku PPC u ITITPC kpaiine ciaox-
Hoii. Tem He MeHee 20,5% GonbHbix ¢ [TITPC (Kaxmblii
nateiin) nmonydaiotr ITMTPC, kotopele He 3(ppeKTUBHBI
U He TTOKa3aHbI IIpY TakoM TuIle TeueHus PC.

B pesynbraTe nmpoBeneHHOro aHKETUPOBAHUS ObLIO
BBISIBJICHO, YTO OOJIBIIIMHCTBO OMPOIICHHBIX MAIIMEHTOB
¢ [ITTPC He oyeHb BBICOKO OIIeHMBAIOT 3P PEKTUBHOCTD
IIPOBOIMMOM B HACTOSIIIEE BPeMSI TEPAIIUM B CBSI3U C NX
3aboneBaHueM: 18,4% cuutaior ee coBceM He 3(hPeKTUB-
Hoit, 39,0% — HemoctatouHo 3 dexTruBHOI. Kak BhIsic-
HUJIOCH, BpadM ellle 0oyiee KpUTUIHBI B CBOMX OILICHKAX:
87,5% cneuumanuctos oueHuau tepamnuio IIITPC kak He
3((HEKTUBHYIO B TOI UJIM HOM CTETICHU.

K2K nauuenmoe c IIINTPC

B nenom mis OITPOIICHHBIX XapaKT€pHa NMECCUMU-
CTUYHAs CAMOOILICHKA 32 MOCIEAHUM IO/, YXYI[]J.ICHI/IG CO-
CTOSTHUSI COOCTBEHHOTI'O 300pPOBbsA OTMEYAIOT bouee mo-
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Tabanua 3. NMpenapatbl, npuHumaemble naunentamu ¢ MNMIMPC B HacTosiwee Bpems

Kaxwue npemnapatsl Bel mosmyvaere mo npodutio Baiero 3a6oieBaHus1?

IMaunenTsr, %

WurepdepoH-p-16
Wurepdepon-B-1a
I'matupamepa arerat
TepudayHomua

Hartanuzymat

DuHTOIMMONT
Humertundymapar
MeTWITIPeTHU30JIOH (IpYyrue rIIOKOKOPTUKOCTEPOUIbI)
TlermnmpoBaHHbBIN HHTEPDEPOH
MMUTOKCAaHTPOH

I pyroe

He nonyyan

Hert oTBeta

9,3
6,7
2,4
0,7
1,0
0,2
0,0
10,5
0,2
1,2
12,0
13,6
46,9

Tabamnua 4. NMoka3satean KX no aanHeim onpociuka MusiQol y 60AbHbIX ¢ PPC m MMPC

Tun teuenus: PC

OrnpocHuk MusiQoL

PPC

EMR200077-510 DISCLER-1 [ITIPC (n=437)
(n=1420) (n=534)
JIA — nHeBHasi aKTUBHOCTD 58,1 56,1 34,4
I1C — ncuxonornyeckoe caMOYyBCTBUE 61,7 60,8 49,4
KC — kJIMHM4YecKre CUMIITOMBI 67,0 65,4 57,5
OC]] — oTHOIIEHUS C APY3bAMU 57,4 54,6 50,8
OCC — oTHOUIEHUS C CeMbei 72,7 66,0 71,7
JICK — nnuHast ¥ ceKcyaabHast XKU3Hb 56,46 55,4 45,0
Kon — konuHr 59,8 60,0 46,3
OC — OTHOIIEHHMSI C COLITYMOM 72,0 65,5 51,3
OC3 — OTHOILIIEHHE K CUCTEME 30PABOOXPAHEHUS 73,9 76,7 60,0
OW — ob61mmit nHaEKC 64,8 57,8 42,7

J10BUHBI (55,2%) onpoliueHHbIX. OTHAKO, HECMOTPS HA H13-
KYIO OIICHKY CBOEro (U3MYEeCKOTO COCTOSHHUSA,
BO3MOXKHOCTE1 CBOETO 3I0POBBS, TEM HE MeHee OOJTbHBIE
IIPOIEMOHCTPUPOBAIA OCTOPOXKHBII OINTUMU3M B CAMO-
OIIEHKE CBOETO COCTOSTHYSI. HanbobITyto ToMOIIIb B CO-
XpaHEHUH MO3UTUBHOrO HACTPOs y 00ibHBIX ¢ [TTTPC
OKa3bIBAIOT MOIePKKA ¥ IOHUMAaHKE CO CTOPOHEI POJI-
CTBEHHUKOB 1 WICHOB CeMbH. BOIBIIMHCTBO OIlcHMBA-
10T CBOM B3aMMOOTHOIIICHHSI B CEMbE JTOBOJIBHO ITO3H-
TUBHO: 59,6% NalMeHTOB OTMETUIIN, YTO YICHBI CEMEit
CTaparoTCst 00JETYUTh MX COCTOSTHHE, TTOMOYb, elie 29,4%
CKa3aJi 0 COUyBCTBEHHOM OTHOIIICHHU K ce0e.

OCHOBHBIMY TPYTHOCTSIMU, C KOTOPBIMU CTATKUBA-
101cst 6onbHBIE ¢ [TTTPC B ceMeitHOM XXU3HU, SIBISIOTCS:

— 3aTpYAHEHUS B BBITIOJHEHUHN TOMAIIHUX 00s13aH-
HOCTEM;

— TPYAHOCTH MaTepUaJIbHOTO XapaKTepa;

— HapyIICHUSI B MHTUMHOM XU3HM.

B npoliecce aHanm3a moryYeHHBIX JaHHBIX OBLIO OT-
Me4deHO, uTo 44,0% GOJIbHBIX 3asiBIIIM O HEOOXOIMMOCTHU
HaJIMYIUsI TIOCTOSTHHOT'O TTOMOIITHUKA, YTOOBI OCYIIECT-
BJISITH IIOBCETHEBHYIO NESITEILHOCTh. Yalme Bcero maH-
Hy0 QYHKITNIO BBITIOIHSIET IPYTOi WIEH CEMbH, UTO IIPH-
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BOIUT K MTOMOJTHUTEIBHBIM Harpy3KaM Ha CeMEWHBIN
OIOIKET, MOCKOJIBKY OJU3KUM IIPUXOIUTCS HAa BpeMs
yX0JIa OCTaBJISITh pabOTYy.

IIpu cpaBaUTENBHOM oleHKe KK 60mbHBIX TTTTPC
u nmauneHToB ¢ PPC ¢ ucronb3oBanyeM crieliuaan3upo-
BaHHOTO orpocHnka MusiQoL Obl;la oTMeYeHa 3HaYM -
TeJIbHAsl pa3HUIIA B moka3aTelissx KoK Mexmy sTuMu nBy-
MSI KaTeropusiMH O00JIbHBIX (Tadu. 4, puc. 4). OcobeHHO
npu [TITPC oka3anuck cymecTBeHHO HIXe TToKa3aTesIn
A, TIC, JICX, Komr, OC, OC3 u OHN. Mensb1uas pa3-
HU1a 6blTa B mokasaTensax KC. Pe3ynbTaThl 9TOi O1IeH-
k1 KK mmonTBep:kmaioT XOpoIIyio COIMATBHYIO ITOIIePK-
Ky rmanueHToB ¢ [TITPC co cTopoHb! apy3eii 1 0COOeHHO
co ctopoHbl ceMbu. ITokazaTens OCC ObIn Jaxe He-
CKOJIBKO BBIIIIE, YeM B OTHOM 13 MYJIBTULICHTPOBBIX HC-
crepoBanmii mpu PPC.

Ouenka Kawecmea oKa3anus MeOURUHCKOU ROMOuU
nauuenmam c ITIIPC

B xoz1e ucciiemoBaHUg BpayaM-HeBPOJIOTaM ObLIIO
MPENI0KEHO OLIEHUTh Ka4eCTBO OKa3aHUsI MEAMIIMHCKOMN
nomoiuu nmauueHTam ¢ IITTPC B ToM pernoHe, rue oHU
MPOXUBAIOT U paboTaroT. OueHkKa naBajiach o 10-6amib-

XKYPHAA HEBPOAOTMN U MCUXUATPKN, 8, 2018; Bbin. 2



80

70

60

50

40

30

20

JA  NC KC oco occ

Puc. 4. CpasHenne noka3areaeit KX npu pazHom tune tevenns PC.

Hoii mkajne (1 — oyeHb HU3KOEe KadyecTBO, 10 — ovyeHb
BBICOKOE).

OIpoIlIeHHBIE CIEIUATNCThI 1T He OYeHb BBICO-
KYIO OLIEHKY Ka4eCTBY MEAMIIMHCKOM MTOMOIIU, OKa3bl-
Baemoit narmenTam ¢ [1TTPC B ux peruoHax (B cpenHeM
5,2 6anna). Yucno Bpaueit, CYUTAIONINUX, UTO CUTYALIUS Y
HUX B peTMOHE B TOI W MHOU Mepe (3HAYUTENIbHO, He-
MHOTO0) JIy4llle, YeM B CTpaHe B 1IeJIOM, TIOYTH B 2 pasa
0OJIbIIIE, YeM TeX, KTO JaJl HeTaTUBHYIO OLIEHKY CBOEMY
pernony. HeBpostoru, naBiue 60Jiee BHICOKYIO OLICHKY
Ka4yeCTBY PErMOHAJbHOM CUCTeMbI OKa3aHUsI TIOMOLIN
nanueHTaM ¢ [IITPC, cuurtaror B rmogasisgionieM 00Jib-
IIMHCTBE, YTO 3TOMY CIIOCOOCTBYET (DYHKIIMOHUPOBAHUE
B perroHe cneuuranusupoBaHHoro eHtpa PC. Ene on-
HOW 3HAYMMOI TTIPUYMHOM BEICOKOTO Ka4eCTBa IIOMOIIIH,
okasbiBaeMoii mauuenTam ¢ I1ITPC, gaBasgercs, mo MHe-
Huto 27,3% Bpadeii-HeBPOJIOrOB, HAIMIUE PETHUOHAIb-
HBIX TIPOrPaMM ITOMOIIY TAKUM OOJIbHBIM.

3akAloueHue

CornacHO MOJTYYeHHBIM B XOJI€ UCCIIEIOBAHUS TaH-
HbIM, TITTPC yaie Bcero BcTpeyaeTcsl B BO3pacTHOM
rpyrrie ot 36 10 55 J1eT, KoTopast IBJIsIeTCsI HanboJiee 5K0-
HOMUYECKU aKTUBHOU. M3-3a TsxecTH 3a00J€BaHUS Y
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CLINICAL PRESENTATIONS AND DIAGNOSIS

OPPC_1
EmPPC2
= NPC

Kon ocC ocs ou

MaleHTOB MPOMCXOAUT ObICTPasi MOTEPsI TPYIOCIIOCO0-
HOCTHU: KaK IT0Ka3aJi0 MCCeaoBaHue, OOJbIIMHCTBO
oonbHbIX ¢ [TTTPC He padoTatoT. B To Xe BpeMst MmaTepu-
aJIbHBIE PAcXO/bl CeMell Ha JIeUeHUEe M PeadMIMTAIUIO
0OJIbHBIX ITOCJIC TTIOCTAHOBKHM IMarHO3a YBEIMYMBAIOTCSI.
OtMedaeTcst cylecTBeHHOe cHibkeHre KOK marmeHToB
MPaKTUYECKHU 1O BCEM IMOKa3aTeNIsIM, 32 MCKITIOYeHUEM
MOAIEPKKY CO CTOPOHBI CEMBU U IPY3EId.

K HacrosimemMy Bpemenu nauueHTsl ¢ [ITTPC He no-
JIy4aloT HEOOXOIMMOTO COBPEMEHHOTO 3(h(DEeKTUBHOTO
JIeYeHUs 1Mo npoduiIo cBoero 3adoaeBaHust. Dpdek-
TUBHOCTb IIPEIapaToB, KOTOPbIE JOCTYITHBI IS JIeue-
Hus PC, oneHuBaeTCs 1 MalMeHTaMM, U BpayaMu J10-
craroyHo Hu3Ko B oTHomeHuu [TTTPC. KayecTBo oka-
3pIBaeMoil momoiy nauyeHTaMm ¢ [IITPC, mo MHeHMIO
Bpaueii, 3aBUCHT B IIEPBYIO OYepeIb OT OpraHM3alliy pa-
0OTHI CITEIMATM3UPOBAHHBIX 1IeHTPOB PC 1 pernoHab-
HBIX IpOrpaMM IOMOIIM ITallMeHTaM. AGCOIIOTHOE
OOJIBIIIMHCTBO YYACTHUKOB UCCICIOBAHS OLICHUIU 110~
TpeOHOCTh B TOCTYMHON 3¢ (HEeKTUBHONH MHHOBALIMOH-
Hoii Tepanuu [TTTPC kak Hanbosee aKTyaJbHYIO B Ha-
CTOSIIIIEE BPEMSI.

YacTp MCCiIeI0BaHUSA MPOBOAWIACH NMPU MOAIEpKe
komnanuu «Pom» (IIIBeiinapus).
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