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Pesiome

Mepeu4Ho-Nporpeccupyiowmi pacceskHbi cknepo3 (MMNPC) xapaktepuayeTca NPOrpeccHpyioLLMM HApaCTaHHEM HEBPONO-
FMYeckoro JeMuMTa ¢ MOMEHTa Je6ioTa 3a6onesakus, 683 4eTkux 060CTPEHHI U peMuccHi. NaTomMopdoNoruiecKi HeApo-
JIereHepaTHBHbIE NPOLECCH! NPe06nanaioT Ha socnanuTenbHbiMH. fipu MINPC oTMEYasTCA XyAWHIA NPOTHO3, B CPABHEBHHH C
PEMUTHPYIOLLIMM W BTOPUYHO-NpOrpeccHpyiolum PC, W3BECTHbIE NPeNapathl, UIMEHAIOLLME Te4eHHe PaCcCeHHOro CKNepo3a
(NMWTPG) u kypchl KOPTUKOCTEPOMA0B He APEKTHBHBI. 10 CHX NOP HE CYLUECTBYET reHeTHYECKUX W HMMYHONOTUYECKHX Map-
kepos MMNPC, B ¢BA3M C 4eM pe3ynbTarbl INUAEMHONOTUYECKHX HCCNE0BAHNA UMEIOT BAXHOE HayYHOE 3HA4EHHe.
Knioyesble CNOBA: NePBMYHO-NPOrPECCHPYIOLMA PACCEAHHBIA CKIIBPO3, PEMHTHPYIOWMA PACCEAHHBIA CKNEPO3, INMIBMHO-
NOTUYECKHE UCCNeoBaHnA

Summary

Primary-progressive multiple sclerosis (PPMS) is characterized by progressive accuimulation of neurological deficit without
exacerbations and remissions. Pathomorphological studies indicate the predominance of neurodegenerative processes over the
inflammatory. PPRS points to worse prognosis compared with remitting and secondary-progressive MS. Immunomodulatory
treatment and courses of corticosteroids are not effective. There are no genetic and immunological markers of PPRS, so the

results of epidemiological studies are very important.
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Beeneunue

Pacceannsiii cknepos (PC) - wmpoko pacmpoctpa-
HEHHOEe XPOHHYECKOe OH3IHMMYHHO-HeipoJereHepaTHBHOE
3a6onepaHHEe LEHTPaJbHOA HEPBHOH CHCTEMLI, KOTOpOE B
OCHOBHOM NOpaXaeT nHU Moaonoro Boszpacta [1]). Iocre-
MEHHOE HAKOIUIEHHEe HEBPOJOrHYeCKOro NedHLUHTa, HEMH-
HyeMas HHBAJIHAH3aUHA GOMBLIOTO YHCIa TPYAOCNOCOOHRIX
nK0aei, OrPOMHRIE PacXOAB! Ha JHArHOCTHKY, JleueHHe, pe-
abHNHTaUMIO H COUMANbHYIO NMOMOLWIbL AenaloT npobnemy
PC counanbHo H 3x0HOMHYECKH 3HaYHMOR [1]. B MHpe Ha-
CYHTRIBAETCA OKONO 2,5 MHJUIHOHOB 60abHRIX [2], oOCHOBHAas
Macca KoTophix npoxHbaeT B Espone u CepepHoit AmepHke
[3,4].

B 1996r. KoMHTeTOM KIHHHYECKMX HCCIedOBaHHi
HauHOHanbHOro obulecTBa paccesHHoro ciiepoda CLUA
6buTH BRIOEICHE! 4 BapHAHTa TedeHus 3a60/eBaHHA: PEMH-
THPYIOILHH, BTOPHIHO-NIPOrPECCHPYIOHHA, NEPBHIHO-TIPO-
TPECCHPYIOLINAA H NPOrPeCcCHPYIOLIHH ¢ 06ocTpeHHaMH[S].
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PemutHpytomuii PC (PPC) - nanGonee pacnpocTpaneHHBH
THN TedeHus PC, kotopuii Habnionaetcs B 85-90% cnydaes
[6]). [ns nanHoro Tedennsa PC xapakTepHo HanHdHe 060~
cTpeHHit H pemHccHit. B Gonee 60% cnyvaes nph ysenude-
HHH CTaxa 3a00/eBaHuA, THR TE€YEHHA C PEMHTHPYIOILETO
MEHAETCA Ha BTOPHYHO-NIPOTPECCHPYIOILHH, IIPH KOTOPOM
HabonaeTcA nocTeneHHOE HapacTaHHe HeBPOJIOTHYECKOTO
neduuura [6].

Mepeuano-nporpeccupytomee redesne PC (TIITPC)
XapaKTepPH3yeTCA MPOTPECCHPYIOMHM YXyALIEHHEM C Ca-
Moro Hadana 3a6oneBaHHs, 6e3 0GoCTpeHHH H peMHCCH,
BO3MOXHBI I NMEPHOAHYECKHE MH30MB! CTaGHIH3auHK
coctoanuna [6]. IIIIPC sctpesaerca y 10-15% nauuentoB
cPC [7].

TatomMoponoruaeckue HCCNeNOBaHHA JEMOHCTPH-
pyloT npeobnagaHHe HeHPOAETCHEPAaTHBHBIX H3MEHEeHHH
HaJl BOCMAAHTENLHLIMH C OPAXKEHHEM OTHTONEHAPOLHTOB
1 HepBHHIX BoslokoH. Ha MPT - ogarosoe nopaxeHue ro-
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JIOBHOTO MO3ra, B YacTHOCTH Gesoro pemecTsa GonpIIHX
nonyuwapHH, BhpaxeHo ymepeHHo. OQaru sawe BRIABIA-
10TCA B CTBojle M cnHHHOM Mosre. Jlna IMNPC ne xapak-
TEPHO HAJIHYHE OHArOB C HAKOIUIEHHEM NapaMarHHTHOro
KOHTPacTa, TaK KaK BOCIIAIHTE/IbHbIE MPOLECCH, CONPOBO-
KAAIOIIHECA NOBLILICHHEM TPOHHLAEMOCTH NeMaTo-3HLe-
¢panngeckoro 6apbepa BhIpaXKeHbl B MEHbUICH CTENEHH B
cpapHeHHK ¢ PPC. Ho yxe na pannux craamax IIPC
OTYETIHBO BBIABAAIOTCA NPH3HAKH aTpodHH Mosra. XoTa
OJIHFOKJIOH&/IbHBIE aHTHTENa OOHAPY>XHBAIOTCA B CIIHHHO-
MO03roBoH XHIAKOCTH H npH IIPC , ot1H4He ero ot apy-
rux THNoB PC nonTeepXaaeTca H APyrHMH HMMYHOJIOTH-
4YECKHMH HIMCHEHHAMH: T-THMOOUHTH DK AaHHOM THIE
TeueHHA NPOAYUHPYIOT MEHbLIE NPOBOCNANHTENbHBX H
6onbllle NPOTHBOBOCNATHTEAbHEIX LHTOKHHOB, YeM NPH
HHBix ¢popmax PC [8].

MNporxos npu IIPC xyxe, yeM npH apyrux THnax
tegeHus PC [6). Ckopocts nporpeccuposanus IIPC pas-
NH9HA, ONHAKO N0 NOCTHXECHHA TDKEJIOH CTENECHH HHBAJH-
[M3AUHHK NPOXOAHT MEHble BpeMeHH, yem npu PPC [1]. B
HACTOAILCE BPEMA HET METOAOB MAaTOrEHETHYECKOro jede-
uusa [ITIPC (eauucTBEHHKH mpenapar okpenusymal B xone
KIHHHYECKHX HCC/ICIOBaHHH MOKA3I MOMOXKHTENBHBIA pe-
3y/IBTAT (NOKA HE 3JAPErHCTPHPOBAH), H3BECTHBIC MpeNapaTk,
H3IMEHAIOMME TedeHHe paccesHHoro ckieposa (ITMTPC) u
KYPChl KOPTHKOCTEPOHAOB MayIo3ddexTHBHEI. Yalte Henoab-
3yeTCA CHMITTOMaTH9EeCKas TepanuA [6).

Xopouio H3BECTHO, YTO AeMmorpadHueckHi npodHabL
naunexTos ¢ IINIPC oramuaerca or GonpHuix PPC: waiue,
qeM npH PPC, GoneloT My>xauHsl, 3a6oneBanne HaYHHACTCA
Ha 4-5 NECATHNETHH XHIHH, B OCHOBHOM C CHMITTOMOB CIIH-
HAJILHOTO NopaxeHHa [9).

B GONbLIHHCTBE HCCAEIOBAHHA HMEETCA YKa3aHHe Ha
npeobnanaHne MOTOPHBIX CHMITOMOB B kadectBe AcGlora
IIIPC (38,9-88,7%) [10-13). Kpome Toro, B 15-32,5% cy-
9acB OBUIH BRIABJICHE CEHCOPHblE PacCTPOHCTBA MO NPOBO-
JHHKOBOMY CIIHHaIbHOMY THIY [10, 11]. Cnexyer oTMeTHTD,
9TO CTBOJIOBOH H MODKEIKOBLIH He6I0T A mporpeccHpyio-
mero PC menree xapaxrepeH (10.8-16%) [10,11,14). ITopas-
HTeIbHAA PasHHLa 3aQHKCHPOBAHA TAlOKe B 9acTOTE BCTpe-
9aEMOCTH ONTHYECKOIO HEBPHTA, KOTOPhIHA NEPEHOCAT OKONO
20% naumentop PPC, B cpaBHennH ¢ 5% 6GonbHbix [1IPC
(10, 11, 14).

B MHOTOYHC/ICHHBIX 3HACMHONOTHYECKHX HCCEA0Ba-
HHAX OLUIH MpOaHaIH3IHPOBAHKW BO3PACTHEIE OCOOGEHHOCTH
ne6iora PC. B HacTosllee BpeMA HET COMHEHHH B TOM, ITO
OPOrPECCHPYIOLIHE H PEMHTHPYIOMHE GOPME! OTHOCATCA K
NalMeHTaM PalTH4HLIX BO3pacTHHX rpynn. He6ior THIPC
KpaHHe PeaKo BCTpedacTcs y naluseHToB Monoxe 16 aer [9).
Boliko A. # coaBT. yka3nBatoT Ha pannui aebior [IIPC B
2,6% cmyuaes [15), a Wilkins A. BRISBHI IHLIb OAHOTO Na-
uMeHTa cpeau 144 GonbHuix [9). B cpenxem Bospact ne6io-
Ta [TIPC Haxomutcsa B HHTepBane ot 37,3 [16) mo 42,7 ner
[17). IpumeaarensHo, 910 cpeanuit Bospact aebiora IITPC
y xeHmuH Ha 3,7 [17] - 5 net [11] Gosbine, B cpaBHEHHH C
MYXXIHHaMH.

Ilpn conocTaBneHHH BOIPACTHHIX IPYNN MPOTPECCH-
pytomero 1 pemutHpytomero PC ycrasosneto, wro IIIMPC
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ne6oTnpyer npHMepHo Ha 10 et nomxke (17), npuuem ¢ Bo3-
pactom puck [IITPC nocrenenHo yeeauruipaercs [18). B
HCC/ICIOBAHHH C HCMONBb30OBaHHEM MY/AbTHLEHTPOBOH 6asbi
JaHHRIX Obll PaCCYMTaH HHAEKC, COOTBETCTBYIOWIHA PHCKY
[MNPC B pa3M4HEIX BO3PACTHLIX rpymnax. Beero 6wo Bhi-
nieneHo 4 BO3pacTHhIE IPYTINLI C HHTEpBanomM B 10 net: 20-29
ner, 30-39, 40-49 u 50-59, rae puck INIMPC coctasun 2.3, 8.1,
18.8 u 47 [18]. B npyroM cpaBHHTE/IbHOM HCCIEAOBAHHH C
ne6iorom PC nocne 20 ner - Bce nauneHTH: GbUIH TaKKe pac-
npejieNieHkl N0 BO3PacTHLIM rpymnnam gebiora: 20-29 ner -
MITPC otmeuen y 19,1%, B 30-39 ner - y 37,7%, 40-49 ner -
y 63% u B rpynne crapiue 49 net ae6ior [NMTPC Habmonanca
y 74% nauxenros {19].

CyuiecTsyeT OGIIETPHIHAHHOE MHEHHE YTO CPEelH Oa-
uueHToB ¢ PPC u BITPC 3nauMTensHo mpeotuianalor xeH-
muHb (30 73%) [14,17). B cmywae [HIPC - pacripenenenue
TNaUHEHTOB 10 MOy CTRHOBHTCA Gosice c6anaHCHPOBABHAIM,
[L0SIA XEHWHH CRHXaeTca Ao 53% [14] - 59% [17], cornac-
HO pAla HCCIENOBAHHH COOTHOIUEHHE XKCHUIHH H MYXYHH
cocrasaser 1,3 :1 (10,11,13,17).

Ipu IITPC orMeyaeTcA XyMUIHH NPOTHO3 B CpaBHe-
HHH C JPYrHMH THNaMH TedeHHA PC, ¢ HaHMeHbmieH mpo-
NO/DKHTENILHOCTBIO XHIHH H Go/lee KOPOTKHM  HHTEPBAIOM
BPEMEHH 10 YMepeHHOH HHBanHax3auxH [20]. Tremlett n co-
aBT. MPOACMOHCTPHPOBAJIH, 9TO CPEIHHH nepHoa oT acbiora
3abonesanHua 0o Aoctwkenua EDSS 6 6awios mpu [IIPC
coctaniAer 13,3 roma, B TO BpeMA KaK NPH OPYTHX THNAax
PC - 6onee 30 ner (30,3 roaa) [14]. Confavreux 1 coasT. co-
o6IMAH 0 BpeMeHHbIX HHTepBanax B 7,1 roga ans GoMbHREIX
TMPC u 23,1 roga - A23 Bcex ocTambHRIX naiMenTos ¢ PC
[21]. YOenuTenbHEIX AaHHKIX, NOATBEPXKAAIOIUHX BITHAHHE
nona, so3pacra Ae6toTa 3a60neBaHHA H ITHHIECKDH MPHHAN-
JIEXKHOCTH NatieHToB Ha mporHo3 [ITPC nomytdexo #e 6o
[7,14,17].

3axnioyenue

HecMoTpsa Ha 3HaYHTENbHBIE YCHEXH B H3YUCHHH H Te-
panu# PC, reHeTHIeCKHX H HMMYHOJIIOTHYECKHX MapKepoOB
[MPC He cyumecrsyet. [eneHne Ha MOATHIN TEICHHA 3a-
GoneBaHHA OCYLIECTRIAETCA YTEM CONOCTARICHHA aHaMHEC-
CTHYECKHX AAHHBIX H OOLICHPHHATHIX MOJe/ICH BapHAHTOB
Teuenns PC. Kpome Toro, pe3ynsTarthl INHAEMHOIOMHIECKHX
HCCNENOBAHHA HIPAOT BAXKHYIO POJIb B BAUICICHHH HpO-
rpeccupyiouiux ¢opm PC, a Tatore onpeneNeHHH MpOrH€o-
cTHueckux ¢akropoB 3abonesaHns ¢ Lenbio BuGopa agex-
BATHOM TAKTHKH JICHCHHA H BEJICHHA GOILHBIX. B
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