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Tlepsuuno-npoepeccupyrowuii paccesunuiii ckaepos (I1IIPC) npedcmasasem coboil Hauboaee msicennlii henomun 3a004e6anuUs, XapaKmepu-
3YHOUULLCS HEYKAOHHBIM NPOPECCUPOBAHUEM HEBPON0UMECK020 depuyuma ¢ MoMenma manugecmayuu. B 0630pe npedcmaenen Komnaexc-
Hblil AHAAU3 SNUOEMUON0UMECKUX, KAUHUHECKUX, HeUPO8U3YANU3AUUOHHBIX U COUUANbHO-dKOHOMUYecKux acnekmog [TITPC. [Tokasano, umo
IIITPC accoyuuposan ¢ yckopenovim docmuicenuem nopoeog uneairudusayuu (>6,0 6aira no Pacuwupennoii wikane oyenku cmenenu uHea-
auduzayuu — Expanded Disability Status Scale, EDSS, 6 cpednem 3a 5—9 aem), panneii ympamoii mpyoocnocoOHOCMU U (hopMUposanuem
3HAYUMeNbHO20 OpeMeHU 045 NAUUEHMO8 U UX cemeil, Komopoe ycyeybasemcs HeooXo0umocmoio oaumensHoeo yxooa. Paccmompenwt karoue-
evie namoeenemuueckue omauuus [1ITPC om pemummupyroweeo PC u cospemennvie mepanesemuueckue cmpameeuu. Iloduepkugaemces ne-
00X00uMOCmb panHel OUACHOCMUKU, C80C8PEMEHHO20 HAYAAA NAMOLEHEMUYECKOU MEPanuu U pa3gumust MyabmuOUCYUNAUHAPHOU CUCHeMbL
nomouu 045 yAyHuleHus NPOSHO3a U KA4eCmea JCU3HU NayUeHmos.
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Primary progressive multiple sclerosis (PPMS) is the most severe phenotype of the disease, characterised by a steady progression of neurologi-
cal deficit from the time of onset. This review presents a comprehensive analysis of the epidemiological, clinical, neuroimaging and socio-eco-
nomic aspects of PPMS. It is shown that PPMS is associated with accelerated progression to disability thresholds (>6.0 points on the Expanded
Disability Status Scale — EDSS, on average within 5—9 years), early loss of working capacity and the creation of a significant burden for
patients and their families, which is exacerbated by the need for long-term care. Key pathogenetic differences between PPMS and relapsing-
remitting MS (RRMS), as well as current therapeutic strategies, are discussed. The need for early diagnosis, timely initiation of pathogenetic
therapy and the development of a multidisciplinary care system to improve patient prognosis and quality of life is emphasised.
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Paccesanbrit ckiiepos (PC) mpencrasisier co6oii retepo- JICHUIA, HO ¥ BapUaHTOB JOJITOCPOYHOro TeueHus. B dokyce
reHHoe JeMUueJMHU3UpYlollee 3a0ojieBaHUE LEHTpPalbHON HacToseir paboThl — MepBUYHO-TIporpeccupytomuit PC
HepBHoli cuctembl (LIHC), uTo HaxoauT oTpaxxeHue B 3HAUM- (IITPC), koTopblii B paMKax COBPEMEHHON KiaccuuKaluuu
TEJIBHOM TOJIUMOPGU3Me He TOJBKO eT0 KIIMHUYECKUX IPOSIB- paccMaTpuBaeTCs KaK caMOCTOSITeNIbHBIN (heHOTHUIT 3aboieBa-
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Hus. Ero kimoueBoe oTmdme oT 60J1ee pacIpoCTpaHEeHHOTO pe-
muttupytoiero PC (PPC) 3akiouaetcs B xapakTepe HaKoIe-
HUS HeBposiornyeckoro aeduiurta. B o Bpems kak pist PPC
XapaKTePHBI 3MU30Ibl HEBPOJIOTUIeCKO nucdyHKImu (060CT-
PEHUSI) C MOCIEAYIOLUIMM MTOJTHBIM WM YaCTUYHBIM BOCCTAHOB-
nenueM (pemuccuu), [NTTPC ¢ MomeHTa MaHudecTauu Mpo-
SIBJISIETCST HEMPEPBIBHBIM MPOrPecCUPOBaHUEM CUMITOMATUKU
0€3 OTYETIUBBIX NIEPUOAOB KIMHUYECKONW PEMUCCUU, YTO MO-
JKET COMPOBOXAAThCS (pazaMu 00OCTPEHUI M BPEeMEHHOM cTa-
ounuzauuu [1].

Takast pazHuila B AMHAMUKe 3a00JeBaHUs yKa3bIBaeT Ha
BEpOSITHBIE MATOTEHETUIECKIEe Pa3TuIns MeXny (heHOTUTIaMH,
B YaCTHOCTM Ha MpeobiagaHue HelpomereHepaTUBHBIX TPO-
1leccoB Hall akTUBHbIM BocnaieHuem nipu [ITTPC [2]. Oto
B CBOIO oYepenb GopMUpyeT MPUHLIMITUATBHO WHBIE TTOIXOIBI
K OILIEHKEe MpPOTrHO3a, BBIOOpPY TepareBTMYEeCKUX MUIIeHeH
M pa3paboTKe cTpaTeruii jeyeHust. Takum obpa3om, yriryoaeH-
HOE u3yuyeHue NnaToGu3noJOTUIECKUX MEXaHU3MOB, JIeXKalluX
B OCHOBE HEYKJIOHHOTro nporpeccupoBanusi npu [1TTPC, npen-
CTaBJISIETCS] KPUTUUECKU BaXKHBIM JJI51 TPEOAOTICHUSI CYIIECTBY-
IOINUX OTPAHUYEHUN B TEpANUU U YIYULIEHUS TOJTOCPOYHBIX
WCXOMOB y TaHHOU KOTOPTHI MAI[MEHTOB.

KnMHUKO-3annaeMHONOrn4yecKkue ocobeHHoOCTH
nnec
ComracHO JAaHHBIM TJI00AJbHOM CTaTUCTUKM, Ha JIOJIIO
MITPC mpuxomutcst ot 10 1o 15% Bcex MMAarHOCTUPOBAHHBIX
cliyyaeB 3abosieBaHus (puc. 1), YToO HAXOAUT OTpaxKEHUE B MHO-
TOYMCJEHHBIX 3apyOekKHbIX AMUAEMUOJOTUYECKUX UCCIeI0Ba-
Husax [3—6]. B 2020 . Ha ocHoBaHMH
JIaHHBIX, OMyO0JMKOBaHHBIX MS Atlas,
pacnpocTtpaneHHocTh PC B Poccuu B 11e-
oM coctaBuia 55 Ha 100 Teic. Hacese-
Hug [7]. [lpu 2TOM JaHHBIM MOKa3aTelb
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Cy111eCTBYIOIINI MAacCCUB 3MUAEMUOJIOTMUYECKUX JaHHBbIX 0 PC
B Poccuu B 3HauuTebHOM cTeneHu chopMUPOBAH MCCIeI0Ba-
HUSIMU, B KOTOPbIX 3a00J7IeBaHUE pacCMaTpUBaeTCs KaK eMHast
Ho30Jiorusl 6e3 jeTanu3aluu Mo BapuaHTaM TeuyeHus. Jluiib
B OTPAaHUYEHHOM YMCJIe POCCUUCKUX MyOIMKaUi MTPeATPUHU-
MaJuCh LieJieHANpaBlIeHHbIe TTOMBITKU COMOCTaBUTh KJIMHUKO-
snuaemMuogornyeckue npoduan namueHtos ¢ [MIMTPC u PPC,
a TaKxKe ¢ BTOpUYHO-TIporpeccupytomum PC.

[MTo pesynbratam aHanu3a OMYOJMKOBAHHBIX JAHHBIX
(cM. Tabnuity), nonsa naureHToB ¢ [TITPC B pa3nuuHbIX perno-
Hax Poccuiickoit @enepannyi IeMOHCTPUPYET 3HAUUTETHHYIO
BapuadebHOCTh — OT 1 10 10% [9—24], mprunHa KOTOPO# Kpo-
€TCsl, BEPOSITHO, B METO/IOJIOTMYECKOM XapaKTepe U 00ycJIOBIIe-
Ha TeTePOTreHHOCTbI0O BPEMEHHBIX MMEPUOAOB U AMATHOCTUYE-
CKUX KPUTEPUEB UCCIECIO0BAHUI, BapUaOebHOCTbIO JOCTYITHO-
CTU HepoBU3yaIu3alru, a TAKXKe JMarHOCTUYECKO MUTpaLIM-
eit B cropoHy PPC, ctuMmynupoBaHHOI orpaHUYeHHBIMU MTOKa-
3aHusgMu 151 repanuu ITTTPC B ucciaenyemyio a1moxy.

TIITPC oOGnamaetr psiioM KIMHUKO-AeMOrpapuueckKux
0COOEHHOCTEl, OTIUYAIONINX €r0 OT PEMUTTUPYIOLIETO Teue-
Hus 3a0oaeBaHus. B ormmuue ot PPC, nebrotupyiomiero B cpe-
nHeM B 32 rofa ¢ peTpoOysib0apHOTO HEBPUTA WU YyBCTBU-
TeJIbHBIX paccTpoiicTs [7, 26], TIITPC manudectupyeT mo3m-
Hee — oKoyio 40 JIeT — ¢ TIPOrpeccUpyolero CrnacTuIeckKoro
rapariapesa, MO3XXe4KOBO1 WM Ta30Boii quchyHkuuu [4, 26].
BaxHoii nemorpaduueckoit ueptoit [1TTPC sBnsiercs BbIpaB-
HUBaHUE reHaepHoro pacnpeneieHus (~1:1), B To BpeMs Kak
npu PPC noMuHUpYIOT XeHIUHBI (cooTHOLIeHue ~2:1) [4, 11,
21, 27]. ®enorunuuecku ITITPC ompenensercss HempepbiB-

Pacnpocmpanennocmo I[IIT1PC ¢ peeuornax Poccuu
Prevalence of PPMS depending on the region of Russia

P Ton coopa  Jloas mammentoB  Ilyosm-
HEOJHOPOJICH B 3aBUCUMOCTHU OT PETHO- €THOH HbopMAIIH ¢ IIIPC, % Kanus
Ha mpoxuBaHus. Tak, Harpumep, B €B-
poreiickoil yactu Poccum pacnpoctpa- Mocksa (Ha npumepe CeBepo-3anagHoro 2012 2 [9]
nenHocth PC B 2018 . BapbrpoBana oT AIIMUHUCTPATHBHOIO OKpYra)
30 o 80 ciyyaes, B Cubupy — ot 20 10 MockoBcKast 00J1acTh 2006 7,6 [10]
70 cayyaes Ha 100 TeIC. HacesneHus [8].
Houa maumenTos ¢ ITTPC B Poc- Hwxunii Hosropon 2006 10 [17]
cuu Ha 2020 1. coctaBuia okoso 8% Bcex CMONEHCKASE OBIACTS 2008 56 [13]
cliydaeB 3a0ojeBaHusI [7], OMHAKO B MO-
JIaBJIsIIOIIEM OOJBIIMHCTBE pPaboOT He PocroB-Ha-/lony 1 PocToBckast o6iactb 2009 8,2 [23]
NPOBOAUTCS CPABHUTEJIbHBIA aHAU3
MeXJIy pastuuHbIME erotumamu PC. Kabapauno-bankapckas Pecrybiamnka 2010 3 [16]
[Mpumopckuii kpait, BiagusocTok 2010 43 [24]
u Tepputopun JdanbHero Bocroka (CaxanuHckasi,
MaranaHckas oonactu, Kamuarckuit kpaii)
Kanyxckast 061acTh 2012 1 [12]
[] PPC
Pecny6nnka Xakacus 2014 3,3 [21]
[] nnipc BpstHckast obnacTtb 2016 2 [18]
Via 2017 1,7 [15]
AnTaiickuil Kpait 2018 3,1 [14]
Spocnasib 2019 3,7 11
Puc. 1. Tunet meuenus PC, % P (1]
Fig. 1. Types of multiple sclerosis Pecniy6iinka Tatapcran 2019 6,9 [25]

disease courses, %

Hesponoeus, neiiponcuxuampus, ncuxocomamuka. 2026;18(2):79—84



Ob30Pbl/ REVIEWS

HBIM HapacTaHWEM HEBPOJOTUYECKOTO neduinrTa ¢ MOMEHTa
HayvaJjia 3a00JIeBaHMSI, UTO 3aTPYAHSIET OLIEHKY aKTUBHOCTHU 00O-
JIE3HW B OTCYTCTBME SIBHBIX o0ocTpeHuii [26]. Kpome Toro,
NMaHHBIE CBUAETEILCTBYIOT O OOJBINEH YacTOTe U BBIpaXKEHHO-
CTUM KOTHUTMBHBIX HapylUIEHUI MpU Mporpeccupyommx dop-
max 1o cpaBHeHuto ¢ PPC [28, 29]. MPT-kaptuna nipu I[1ITPC
TakKe UMEeeT XapaKTepHbIE OTJIMYHUS OT TAKOBOI MPU PEMUTTH-
pyloieit opme — mpeobianaioliee BOBICUEHUE CIMUHHOTO
Mo3ra, 0oyiee HM3Kas 4acTOTa BbISIBJeHUs aKTUBHBIX (Gd+)
ouaroB W BeIpaxeHHast nuddysnas arpobus LIHC B cpaBHe-
Huu ¢ PPC [30].

WuBanuagu3auma u coynanbHoe 6pema

PC BHOCHUT BeCOMBIIi BKJIa[ B CTPYKTYpY HEBPOJOTHUYEC-
CKOM MHBaIMAHOCTH [31], yCTOMUYMBO 3aHUMAas Beayllue MO3U-
LMY CpelId HEMH(MEKIMOHHBIX TPUYUH CTOMNKOM yTpaThl TPYIO-
CMOCOOHOCTH Y JIMIL MOJIOJIOTO M CpeJHero Bo3pacra. [1e6oT 3a-
OoJsieBaHUsI, TPUXOISIIMIICS HA MEPUOI aKTUBHOTO Mpodheccuo-
HaJIbHOTO CTaHOBJICHUS, CO3IAaHUSI CEMbU U COLIMAIbHOM MHTE-
rpaiuu, orpenessieT ero 0cody MEIUKO-COIMATbHYIO 3HAYM -
MocTb. HapyllleHuss KOrTHUTUBHBIX (DYHKIIWIA, KOTOPbIE MOTYT
BcTpevarbest ipu PC, HeraTBHO BIUSIOT Ha (DMHAHCOBOE T10-
JIOXKEeHUE JIIOJeH HE3aBUCUMO OT CTENEeHU (DM3NYECKON MHBa-
mumaHoctr [32]. Ocoboe BHUMaHUEe B KOHTEKCTe OpeMeHM 00-
Jie3Hu 3aciyxuBaetr PPC, KoTopblil co 3HAYUTEbHON 4YacTOTOMN
MarHOCTUPYETCST Y XKEHIIINH PENPOIYKTUBHOTO BO3pacTa, Co-
3/aBast TOTIOJTHUTENIbHBIE CIIOXKHOCTH, CBSI3aHHBIE C INITAaHUPOBA-
HUEeM OepeMeHHOCTH, BeZICHUEM POJIOB 1 TIOCIEPOIOBOTO TIepH-
o/la, YTO TpedyeT MYJbTUAUCHUIUIMHAPHOIO MOJAX0Aa U CIelu-
aJIbHBIX ITPOTOKOJIOB HAOIIOIEHUSI.

Cpenu Bcex dpeHorunos [NTTPC xapakrepusyeTcss Hau-
0oJiee HEOJAroMPUSITHBIM MPOTHO30M B OTHOIIIEHUU CKOPOCTHU
HaKOIUIEHUS HEeoOpaTUMOTO HEBPOJIOTUYECKOTO AeduIlnTa.
CpaBHUTEJIbHbIE MCCIEA0BAHUS YOSIUTEIbHO NEMOHCTPUPY-
1T, yto mauueHTsl ¢ [1TTPC mocTuraloT KIIFOYEeBBIX TTOPOTOB
WHBAJIUAN3ALMU MO0 PaciimMpeHHOM IIKaje OLEHKHU CTEIeHUN
unBasuausauun (Expanded Disability Status Scale, EDSS)
3HaYUTEIbHO ObIcTpee, yeM nauueHTsl ¢ PPC. Tak, npu PPC
cpeaHee BpeMsl OT Havyajla CUMITOMOB J10 nocTuxeHus EDSS
3,0 G6anna (yMepeHHasi MHBAJIMAM3ALMSI C COXPAHEHHOM CIo-
COOHOCTBIO K X0mbbe) cocrasisier 12—16 ner [33, 34], a no
EDSS 6,0 6amioB (ImoTpeGHOCTb B TPOCTHU TSI TIPOXOKIACHUS
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Fig. 2. Comparison of EDSS score progression
over time in PPMS and RRMS
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100 M) — o1 13,4 o 21 rona, B 3aBUCUMOCTU OT (pakTa rnpuema
nperapartoB, udMeHsomux treueHue PC [35].

ITpu TIITPC xaptuHa nmpuHUMUNMAIbHO HMHasg. Ha mo-
MEHT ITOCTAaHOBKM IMarHo3a y MalleHTOB, KaK MpaBuiIo, yxke
MPUCYTCTBYET HEBPOJIOTUUECKUI 1e(DULIUT, COOTBETCTBYIOLIUIA
6onee yeM 3 Gatam no mkaiae EDSS. I1pu aTom BpeMmst ot ae-
6rota 10 JocTikeHus mopora EDSS 6 6GamioB cocTaBisieT
B cpenHeM 5—9 jer (puc. 2), 4TO OoTpaxkaeT MCKIIYUTEIbHO
BBICOKMI TeMII IporpeccupoBanus [36, 37]. Dra yckopeHHast
IUHAMUKA HATIPSIMYI0O KOPPENIUpPYeT C PEe3KUM COKpallleHueM
Teprosia COXpaHEeHUsI TPYIOCITOCOOHOCTU — 00Jiee TTOJIOBUHEL
manueHToB ¢ [TITPC yTpaunBaroT CITOCOOGHOCTD K MPodeccro-
HaJbHOI IeSITeIbHOCTU B TeueHue rnepBbix 5—10 Jiet ot nedio-
Ta, YTO CYIIECTBEHHO IPEBBINIACT aHAJOTUYHBIE IMOKa3aTeIn
npu PPC [38]. OnHako BaxkHO OTMETUTb, UTO MOCJIE Mepexona
PPC Bo BTOpHMYHO-IIpOrpeccupyioilyio ¢azy CKOpOCTb IMpPo-
IPECCUPOBAHMSI CTAHOBUTCS COIMOCTAaBUMON C TaKOBOU Mpu
[ITTIPC, uto yka3biBaeT Ha OOLIHOCTb MATO(MU3NOIOTUYECKUX
MEXaHU3MOB.

Bbicokuii ypoBeHb MHBaJMIM3alMM TainueHToB ¢ PC
MPUBOANUT K 3HAYUTETbHBIM TMPSMBIM SKOHOMHYECKUM TIOTe-
psAM W3-3a TPEeKpalleHus] TPYAOBOM MEsITeIbHOCTH, a TaKXKe
K TSDKEJTBIM TICUXOJIOTUYECKUM U COLMATBHBIM TIOCTIEICTBUSIM
IUTST CaMUX TTaltueHToB U ux ceMeii [38]. [TokazaTensb moTepstH-
HBIX JIeT XU3HU, CKOPPEKTUPOBAHHBIX TI0 HETPYTOCITOCOOHO-
ctu (Disability-Adjusted Life Years, DALY), s PC umen teH-
IeHuMIo K pocty K 2019 . u mjocTuraetT Makcumyma Jjisi Bo3-
pactHO# Tpynmnbl nmaureHToB 60 yet [39]. MHOrouMciaeHHbIe
rccaenoBaHus counanpHoro 6pemenu PC nmoarBepxkaaroT mo-
BBILIEHHBIN pUCK 0e3paboTHULIbI B 3TOI TpyMIe, Ie B KauecTBe
OCHOBHBIX MPUYUH, TMPUBOISIIUX K CHUXKEHUIO TIPOU3BOIM-
TEJIBHOCTU TPY/A, BHICTYMAIOT BbIpaXKeHHasl CTeNeHb WHBAIUI-
HOCTH, KOTHUTUBHBIN neduumt [40] u yromusieMocts [38, 40].
DT CUMNITOMBI, HETATUBHO BIMSIONINE HA TPYIOCTIOCOOHOCTbD,
TIPUCYTCTBYIOT YK€ Ha paHHUX CTanusIX 3a00JIeBaHUS, a UX TSI-
JKECTh TIPOTPECCUBHO HapacTaeT o Mepe yBeJudeHus Oasia
EDSS [38]. Tak, npu cpaBHEeHUU ¢ MOMYJISLIUEN OTMEYEHO He-
YKJIOHHOE CHUKEHWE TT0JIe3HOCTH TaineHToB ¢ PC Ha paHHUX
cTagusix 3a0osieBaHUs 10 3HaUYeHU, cooTBeTcTByOMX EDSS
6,5 Gajta, 4TO OTpakaeTcsl B KaTaCTpOMHMUECKOM MaaeHUUN
ypoBHs 3aHsiTocTi — ¢ 81,9% nipu EDSS 0 6ayos no 8,2% nipu
EDSS 9 6amnoB [38, 41]. DTo AeMOHCTPUPYET CUJIbHYIO 00paT-
HYI0 KOPPEJSILUI0O MEXAY CTENeHbI0 MHBAaTUAM3ALUM U BO3-
MOHOCTBIO TTpodeccroHalIbHOU peanu3aunu. laHHas 3aKo-
HOMEPHOCTb MOATBEPXkKIeHA U HAa POCCUICKON BHIOOPKE Mal-
enToB ¢ [1TIPC (n=1954), rne 78,7% pecrnioHAeHTOB He paboTa-
nu, a 76,7% W3 HUX B Ka4eCTBE OCHOBHOW MPUYMHBI YKa3alu
COCTOSTHUE 3I0POBbsI [42].

CHUXeHMEe TOJIe3HOCTH U TPYIOCTIOCOOHOCTH €CTEeCTBEH-
HBIM 00pa30M BeJIeT K POCTY 3aTpaT rocyapcTBa Ha BeIeHE T1a-
uueHTa ¢ PC [40, 43, 44]. AHanu3 10X0[0B B 3aBUCMMOCTU OT
CTENEeHW HEeTPYIOCITOCOOHOCTH TaKXKe BBISIBIACT 3HAYMMYIO
Koppessiuio: 6osee Boicokuit 6amn EDSS accoumupoBan ¢ 60-
Jiee HU3KUM 3apabOTKOM U OOJIbIlIEi 3aBUCUMOCTBIO OT COLIM-
aJIbHBIX TTocoOuii [40].

ITporpeccupyromuit xapakrep ITITPC dopmupyer Komm-
JIEKCHOE COLMAaTbHO-IKOHOMUYeckoe Opemsi. OTHUM U3 KITIO-
YEeBBIX €70 KOMTIOHEHTOB SIBJISIETCST BO3PACTAIOIIAsl 3aBUCMOCTh
TAIIMEeHTOB OT IMTOCTOPOHHE! MOMOIIN: TTOCTOSTHHBINA YXOII Tpe-
OyeTcs IMOYTH ITOJIOBUHE M3 HUX (42—44%). HaubGonbiuas mo-
TpeOHOCTb B yXojie, TpeOytolias 0ojiee 8§ 4 B CYyTKU, OTMEYAETCs
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npu Tskensix dopmax PC. DTo BBIHYXIAaeT POACTBEHHUKOB
OrpaHWYMBATH TPYAOBYIO JAESITEIBHOCTD, YTO MPUBOIUT K TIPSI-
MbIM (PUHAHCOBBIM TOTEPSIM TSI CEMbH M (POPMUPYET YCTOMIM -
BYIO MEIMKO-COLMATbHO-3KOHOMUYECKYI0 mnpobiemy [38, 41,
42, 45]. CrpykTypa 3aTpaT, cBsi3aHHbIX ¢ PC, TakKe Hanmpsimyio
3aBUCUT OT TSIKeCTH 3a0ojieBaHus. Ha paHHUX cTaausix rpeoo-
JIafaloT pacxXolbl Ha JIEKAPCTBEHHYIO Teparuio, B TO BpeMs Kak
Ha TTO3AHUX 3HAYUTEJIBHYIO JOJII0 PACXOJ0B COCTABIISIOT YCIYTH
10 MECTY XXMTEJbCTBA U HehopMasibHBIN yxo. [Ipon3BoncTBeH-
HBbIC TIOTEPU CTAHOBSITCS 3HAUMMBIM KOMITOHEHTOM 3KOHOMMU-
YECKOTo OpeMeHM TTIPU YMEPEHHBIX U TSLKETBIX hopMax 3aboJie-
BaHus [38, 41, 43, 44].

CMepTHOCTb M NporxHo3 npu PC

PC penxo BbicTynaet HEMOCPEACTBEHHOM (ITPsIMOIA) MpU-
YUHOU JieTaibHOTrO ucxona. CtaHIapTU30BaHHBINA KO3 PULIM-
eHT cMepTtHocTu (Standardized Mortality Ratio, SMR) cpenu
nauueHToB ¢ PC cocrasasier 2,6—2,8, 4T0 MOYTH B TPU pasa BbI-
111e, YeM y HaceJeHUs B LIeJIOM, MPU 3TOM JaHHBIN MOKa3aTelb
noutu B 2 pa3a Boiie npu [ITTPC (3,9 npotus 2,4) [46]. Yo ka-
caeTcs JaHHBIX O MPUYMHAX CMEPTH, TO HaMOOJIBIIMN PUCK
CMEPTHOCTH CBSI3aH C PeCIIMpaTOPHBIMM 3a00JIEBAHUSMU U MH-
dexunsmu (SMR 4,7), a Takke ¢ HeCYaCTHBIMU CITydasiMU U Ca-
MOYOUIICTBAMU TT0 CPaBHEHMIO C UX CBEPCTHUKAMM TOTO XK€ T10-
sna u Bo3pacta (SMR 1,81). Takoil BbICOKMIT OTHOCUTEIbHbBIN
PUCK CMEPTH OT PeCITUPATOPHBIX 3a00JIeBaHUIA CBSI3aH C HEBPO-
JormaeckuMu ociaenctBusiMu PC st apIxaTeabHON QyHKITMT
M CHUXXEHHEeM TOIBMKHOCTH, YTO TOBBIIIAET BOCHPUUMYM-
BOCTb K TSIXKEJIbIM PECITUPATOPHBIM 3a00JIeBaHUSIM U CBSI3aHHYIO
C HUMU CMEPTHOCTb.

XPpOHMYECKUI MPOrpecCUpyolInil XxapakTep MaTOJOTUHU,
BEAYILIUIA K TSXKEJIOW HEBPOJOTMYECKON MHBAIMAU3ALMU, 00Y-
CJIOBJIMBAET CTOMKOE CHUKEHME OXKUIaeMOU MPOIOKUTEIbHO-
ctu xu3HU (OI12K) mammeHToB Mo cpaBHEHUIO ¢ OOIIEi oIy~
nstyeii. Tak, corylacHO JaHHBIM KPYITHOTO MeTaaHalln3a, Cpei-
uss1 OTLK nipu PC cokpamnraercst Ha 7—10 siet, mpuyem nqaHHBIT
nokazateb 1 [TITPC nuxe, yem npu PPC [47]. [Tpu TITTPC
HaunboJiee HeOIarOPUSATHBIN MIPOTHO3 B OTHOIIIEHNY BBIXKIBAC-
MOCTH acCOILIMUPOBAH ¢ GoJiee OBICTPHIM Pa3BUTHEM TITyOOKOM
1 HeoOpaTUMOU MHBAJIMAN3ALIMM, BeAyllell K MMMOOWIN3aIuu
M CBSI3aHHBIM C HEMl >KM3HEYTrpOXKaIOIIUM OCJIOXHEHUSIM.
K yucny mociaeaHUX OTHOCSTCS BTOpUYHbBIE MH(PEKIIUU (HaIpu-
Mep, 3aCTOMHbIE THEBMOHUMU, Ypocerncuc Ha (poHe HelporeH-
HOI AUCOYHKLIMU MOYEBOTO ITy3bIpsi), TPOMOOIMOOIMUYECKIE
COOBITHSI M CETICUC OT TpoJiexkHel. UMeHHO 3TH OCIIOXHEHMS,
acCOLIMMPOBAHHbBIC C KAXEKCHEU 1 BeTeTaTUBHOW TMCHYHKIIUEH
Ha no3gHuX craausx (EDSS 2>8,0), sBisiorcs Benymmmm HeTo-
CPEeICTBEHHBIMM MPUUYMHAMU CMEPTHU Y TIALIMEHTOB C IpOrpec-
cupyoumu popmamu PC [48].
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Takum 00pa3om, MoBblllieHHass cMepTHOCTh npu [ITTPC
SIBJISIETCSI OTIOCPEIOBAHHOM, BBICTYIAs CJAEACTBUEM YCKOPEHHO-
rO HaKOIUIEHUSI HEBPOJIOTMYECKOTo AedULNATA U PAHHETO Ha-
cTyrieHus ¢ha3bl MOJHOU 3aBUCUMOCTU OT TTOCTOPOHHETO YXO-
J1a, YTO TMOATBEPXKIAET HEOOXOAUMOCTb MYJIBTUIMCLUUILIMHAD-
HOTO MaJJIMaTUBHOTO MOJX0Ja Ha MPOABUHYTHIX CTaIUsIX 3200-
JIeBaHUSI.

CoBpemMeHHbIe NOAXOADbI K TEpanuu

Ycranosnenue auarHo3a [ITTPC 3agacTyio comnpsokeHO
C CYIIECTBEHHOU BPEMEHHOI 3alepKKOil. DTO CBSI3aHO C TeM,
YTO MAIMEHTHI JJTUTEIbHOE BPeMsI MOTYT HaOIIONAThCs Y Bpaueit
0011l MPaKTUKU C AUATHO3aMU MMOJMHEBPOIATUU, OCTEOXOH/I-
po3a WIM AUCHUPKYJISITOPHOU 3HUebaToNnaTuu U HEpeaKo
BIEepBbIe 00paIIAIOTCS B CHeMaTM3MPOBaHHbIE LIEHTPHI YK€ Ha
CTaoIuy YMEPEeHHOM WM BBIPaXXEHHOW HEOOpaTMMOI WHBAJIM-
nu3anuu. B To Xe BpeMsi, COrjacHO AMarHOCTUYECKUM KpUTe-
pusiM, ycraHoBiaeHue auardo3a [TITPC Bo3MOXKHO TOJIBKO TOCie
12 Mec HenpepbIBHOIO MPOrpecCUupoBaHmsI 3a00JIeBaHMs.

Jlonroe BpeMsi OTCYTCTBUE Tepaluu ¢ J0Ka3aHHOM adde-
KTUBHOCTBIO MPOTUB MPOTPECCUPOBAHUS MHBATUIN3ALNHI TTPU
[IITPC sBrsiiock KitoueBOI HepelleHHOM mpobiemoii. Ha Te-
KYIIUii MOMEHT oKpenausdymad (antu-CD20 MOHOKJIOHAIIBHOE
AHTUTEJIO0) OCTAETCSI IMHCTBEHHBIM TMPEeTIapaToM, OIOOPEHHBIM
st neyeHus [MITPC, xotopslit B XoJe paHAOMU3UPOBAHHbIX
KJIMHUYECKUX HUCCIIeOBaHUI MPOJEMOHCTPUPOBAI CTATUCTU-
YeCcKU 3HAYMMOE 3aMe/lJIeHHe HaKOIUIEHUSI HEBPOJOTUYECKOTO
nedunuTta [49]. D10 nocTHXKEHUE 0003HAYMIIO TPUHIUITHATIBHO
HOBBII 9Tan B BEJECHWU JAHHOW KaTeropuu MallMeHTOB, XOTS
MOMCK HOBBIX MUILIEHEH AJISI Tepanuy MPOAOIKAETCSI.

Jaknwvyenne

[IITPC mpencraBnsier coboit Hanbosee TSKENbI (PeHo-
TUII 3200JIeBaHUsI, XapaKTePUIYIOITUICS OBICTPHIM HAKOTUIEHH -
eM HeoOpaTMMOl WHBATUIMU3AIMU U (HOPMUPOBAHUEM KOMII-
JIEKCHOTO COI[MaJIbHO-3KOHOMUYeCcKoro OpeMeHu. Hecmotps
Ha TMOSIBJICHUE OTPAaHUYEHHOTO apceHajla TepareBTUYECKUX
CPEINICTB, COXPAHSIIOTCS 3HAYNTEIbHbIE HEYTOBIETBOPEHHbBIE ME-
NUIMHCKKE TOTPEOHOCTU, OOYCJIOBJIEHHBIE BBICOKOH CKOPO-
CTbIO MTPOrPeCCUPOBaHUS U MO3aHeN auarHoctukoi [50]. Pan-
Hee HampapJjeHre K CIeaIMCTy U CBOEBPEMEHHOE HAYaJIo Ia-
TOTEHETUYECKO TePANUHU SIBJISIIOTCSI KPUTUUECKU BasKHBIMM JIJTST
3aMeUIeHUsI HAKOTJIEHUsI HEBPOJIOTMYecKoro neduiura u co-
XpaHeHUs] (YHKUIMOHAIbHON HE3aBUCUMOCTU MAlMEHTOB.
[JanbHeiilme ucciiefoBaHus JOKHBI ObITh HAMPaBIeHBI HA MO-
WCK HOBBIX MUIIEHEN IS JIEYeHUs] U ONTUMU3AIUIO MYJIBTH-
MUACIUTIMHAPHOW TIOMOIIM, BKJIIOYAsl TAIUATUBHYIO TIOM-
NEPXKKY, IJIS YIy4LIEHUS MPOrHO3a U KaYeCcTBa XU3HU MallMeH-
toB ¢ [TITPC.
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