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HEPBUYHO-NTPOTPECCUPYIOINEE TEUEHUE PACCEAHHOI'O
CKJIEPO3A B PECITYBJIMKE BAIIKOPTOCTAH

Bawxupckuii 2ocyoapemeennwiii meouyunckuti ynusepcumem, Yeha

Pedepar. U3ydueHO TIEpBUYHO-TIPOTPECCUPYIONIECE TEUCHUE
paccesiHOro ckieposa y 74 (11,2%) 6onapHbIXx B PecmyOmuke
Bamxoprocran (PB). IlpenpacnonararonmMu GakTopamMu Iist
€ro pa3BUTHUS SBJSUIMCH JCOIOT ¢ MUPAMUAHBIX HApYIICHUH U B
Ooutee crapiieM Bo3pacte. B kimHIYecKoi kKapTHHE Tpeodiafani
JIBUTATEJIbHbIE HapyUICHHUs, CKOPOCTh MPOTrPECCUPOBAHUS
3a0osieBaHus ObLTa BEINIC, a2 BpEeMs JOCTHIKCHHS CTOMKON
WHBAIMIU3AIMK MeHble, yeM npu Tunudaom PC. TlonydeHHbie
JTAaHHBIC MOTYT OBITH HCIIOJIB30BaHBI Uil AuddepeHnnamIbHON
nuarHoctuku PC v ipy Ha3HAYEHUS TATOreHETHYECKOM Tepaiu
OOJIBHBIM C Pa3MUYHBIME BapuaHtamu pa3sutus PC.

P.B. MerpeanoB, K.3. bextusposna,
B.®. Tynuk, O.B. 3amuaxoBa

BAIIKOPTCTAH PECITYBJIIMKACBIHIAA TAPKAY
CKJIEPO3HbI» BEPEHYEJI ITPOI'PECCUB BAPBIIIbI

Bamkoprcran PecrryOmikackinare: 74 apeipy kemene (11,2 mpo-
LEHT) Tapkay CKJIEpO3HbI® OepeHdYes MPOTPEecCUB OaphIlIbl
oiiperenr*H. I[aKkThIi yK OJIK*H SMIBT* J* MUpPaga 003bLTyIaphl
OciieH OyJraH JcOOT *Jere YUpPHE® YCCUICH® SIPJ*M HT® TOpraH
(axrop Oynbin Topran. KITMHUK KypeHemT X peK*T 603bLTyIapbl
OCTEHJICK UTK*H, YUpHEe* Ko4*si 6apy THU3JIere rorapeipak OyJra,
* TOTPBIKIJIBI MHBAIUIBIKKA HPEITy BAKbBITHI, Ta[*TH TapKay
CKJIepO3Jarsira Kaparanjia KUMp*K OyJbIN YbIKKaH. AJBIHTaH
MeThIYMaTJIap Tapkay ckieposra qudepeHrais JMarHocTHKa
y3abIpranja hem tapkay ckiepo3 ycelieHe® Topiie BapuaHTIapsl
GeJ*H YUPJI*T*H KEeIIeI*Pre IaTOreHeTHK [*Baiay OUIre T*HI®
KyJUTAaHBUIBIPra MOMKHH.

R.V. Magzhanov, K.Z. Bakhtiarova,
V.F. Tunik, O.V. Zaplakhova

PRIMARILY-PROGRESSING COURSE OF MULTIPLE
SCLEROSIS IN THE REPUBLIC OF BASHKORTOSTAN

There was studied a primarily-progressing course of multiple
sclerosis (MS) in 74 inhabitants (11.2%) of the republic of
Bashkortostan. Presupposing factors of its development were
debute, beginning with pyramid disorders at an elderly age.
A clinical picture showed that motor disorders and the rate of
the disease progressing was higher, and a period of coming stable
invalidity was less, comparing to a typical MS. The obtained
data can be used for differential MS diagnosing and for
prescribing pathogenetic therapy to patients with different forms
of MS.
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HepBHqHO—nporpeccnpymmHﬁ THII pac-
cessHHOrO ckiepo3a (IIITPC) nabnromaercs
y 10—15% OONBHBIX U [OCTaTOYHO AKTUBHO H3Y-
YaeTCs B IOCTIETHIE TOBI B CBSI3HM C COXPAHSFOIIIUMICS
CYIIECTBEHHBIMH NPOOJIeMaMH B €ro jedeHud [1, 3,
8, 10, 11]. I[lonsITKKM HCHONB30BATH Mpenaparsl,
n3menstoye redenue PC mpu Hammunn 000cTpeHuH,
OKa3aJNCh IPU TakoM BapuaHTte pa3Butus PC
HeappexrusHbMu [6,10]. Teuenue IIIIPC Gomnee
37I0Ka4E€CTBEHHOE, €M IIPH PEMHUTTHPYIOLIEM TEUECHUN
3aboneBanus [4, §8].

[Ipeobnananue HEWpOaereHepaTuBHOTO
KOMIIOHEHTa HaJ BOCHAJIUTENbHBIM, CBOCOOpasue
TEHETUYECKMX MapKepOB NMPEAPACIION0KEHHOCTH —
noBeimeHrne yacToThl ramnoTunoB (HLA-DR3 u
HLA-DR4 B otmuune ot HLA-DR2) mpu TrmuaHOM
PC, a Taxxe xaptuasl MPT mo3BOJSIOT 00CY)AaTh
BOIPOC O BO3MOKHOCTH BBIIETIEHHUS €TI0 B OTAEIBHOE
3a00yieBaHUE, MPU KOTOPOM BOCHAJIUTEIbHBIH
KOMIIOHEHT BBIpaX€H MEHEE€ 3Ha4uMO, YEM
JlereHepaTuBHeIi [5, 7, 9, 10].

Juarnoctuka [TTTPC npencTapiseT onpeneeHHbIC
TPYAHOCTH, TaK KaK TpeOyeT UCKITFOYESHHUS IIeTI0T0 psaa
3a00JIeBaHUM, XapaKTEePU3YIOMHUXCSI CXOIAHOM
KITMHUYECKON KapTHHOH. Pacinpenne Bo3MoXHOCTEN
coBpeMeHHoro nedeHus PC 1 BHeIpeHne B IPakTUKY
MpernapaToB HOBOTO MOKOJEHUS AENaloT HeoO-
XOIMMBIM OIIEHKY BapMaHTOB TE€UYEHHUS U IPO-
rpeccupoBaHus 3a00JeBaHMs HAa PAHHUX CTaIHSX.
[TosTomy uccnenoBaHre 0COOCHHOCTEH KITMHHYECKON
KapTHHBI, 3aKOHOMEPHOCTEH €CTECTBEHHOTO TEUEHHUS
PC u ponu nmporHocTuyeckux (pakTopoB B HEM
SIBIIIETCS] BEChMa aKTYaJIbHBIM.

B kxaugecTBe mepBoro 3ramna 3MuAeMIOIOTHIECKOTO
aHanm3a ObUIa coOpana mH(OpPMAITUSI O OOJBHBIX U3
TOJIOBBIX OTYETOB, MpeACTaBiIsieMbIx B PecnyOmu-
KaHCKyI0 knuHu4eckyro Oonpauly (PKB) mespo-
JoraMu BceX JiedeOHO-MpOoPuUIaKTHIECKUX
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YUpexaeHuil ropoaoB U paitonos Pb. Jsi1 yrouneHus
JAHHBIX FCTIOJIH30BAJIUCH APXUBBI HEBPOJIOTUIECKIX
ornenenuit PKb u xpymnHbIx ctanmuonapos r.Y ¢dsl,
JOKYMEHTAIUsI MEAUKO-COLMAIbHON KOMUCCHUHU
(MCD3K) Pb. Bce GonpHbie OBLIH 0OCIEIOBAHBI
amOynaropHo win crauuonapHo B PKbB u Ha xadenpe
HEBpOJIOTHH bamkupckoro rocyaapcTBEHHHOTO
MEIUIMHCKOTO YHUBepcuTeTa. i MOATBEpKACHUS
noctoBepHocTH AuarHo3a PC mcmonp30Balnch
kpurepun C. Poser (1983). TsoxecTs KIMHUYECKOTO
COCTOSHHUS OI[CHUBAJIM C MOMOILBIO ABYX IIKal
Kyptuxke: Functional System scales (FS) u mkamns
naBanman3anuu Expanded Disability Status Scale
(EDSS), a taxke mo CKOpPOCTH IPOTPECCHpPOBaHUS,
KOTOPYIO PaCCUMTHIBAIM KaK OTHOIIIEHUE MTOKa3aTels
cTeneHd HHBaauam3anuu B Oammax EDSS «k
JuaTenbHOCTH Oone3Hu B roaax (Verjans E., 1983).
CraTucTHuecKuil aHaIU3 JaHHBIX POBOAMIICS C
WCIIOJIb30BaHUEM JINIIEH3NOHHOTO MaKeTa MporpaMM
Statistica 6.0 (StattSoft Inc., USA). IIposepsunch
THNIOTE3Bl O BHUJAE paclpeneileHuil (KpUTepuu
[Manupo—VYwunkca) U paBeHCTBE AUCHEpPCHUil
(kputepuit JleBUHA) MPU3HAKOB COMOCTABIISEMbIX
rpynn. HopManbHble pacnpeneneHus NpU3HAKOB
OMHUCHIBAJINCh CPEJHUMH 3HAUYEHUSIMH U
CpemHEeKBaJpaTHIHBIMU OTKJIOHEHUAMHU (M=SD).
IPYTHX
KOJINYECTBEHHBIE MPU3HAKHU OMUCHIBATUCH MEANAHAMU

B cayuae BUJAOB pacHpeleseHui
(Me) 1 MHTEPKBapPTUIILHBIM OTPE3KOM MEKIY HHKHIM
(LQ) u BepxHUM (UQ) xBaptunsamu. Jns
COTIOCTAaBJEHHUS TPYNI IO KadYeCTBEHHBIM U
KOJIMYECTBEHHBIM MpPHU3HAKaM HMCIOJb30BajCs
HenapaMmerpuyeckuit U-kputepuit Manna—YuTHU.
YacToTy NMpU3HAKOB ONMMCHIBAIN C UCIOIb30BAHUEM
OTHOCHUTEIBHOTO pHcKa U ero 95% NOBEPUTENBHOTO
untepsana (1), kpurepus 2 ¢ nomnpaskoii Herca.
Hus

LIEH3YPUPOBAHHBIM

aHaiaM3a JOCTHMIKEHUS COOBITHH 11O

JaHHBIM HUCTOJb30BaH
MHOXHUTeNbHBIe oneHku Kanmana—Meliepa.
CpaBHeHne QyHKUMH BBDKHMBAaHHUS B ABYX M Oonee
rpynnax mpoBOAHJIOCH ¢ moMolIbio F-kpurtepus
Kokca. Bo Bcex BHaax CTaTHCTHYECKOIO aHalu3a
pa3IHuns CYMTAIHNCH TOCTOBepHBIME 1TpH p<0,05.
N3 660 ocMoTpeHHBIX HaMHu OOJBHBIX,
ponuBmxcs u Beipociux B PB, [ITPC nadmogancs
y 74 (11,2%) ©OonpHBEIX (Taba. 1). MbI cpaBHHIH
KJIMHUYECKUE IPOSIBIICHUS B 3TOU TPYyIIIE U y OOITBHBIX
¢ TunuyebM PC (peMuTTHpYIOIIEE WX BTOPUYHO-

Tabauya 1
CpaBHHUTe/IbHbIE KIHHUKO-IeMorpaduueckue
xapakTepucTuku 60abHbIX ¢ [TIPC
U THNHYHBIM TedyeHueM PC (M£SD, Me [LQ;UQ))

[IepBuuno-
nporpeccu- Tunuynoe
[Tokasarenu pytoliee teuenue PC
teuenne PC (n=439)
(n=74)
Bospact Ha MOMeEHT
o0cieoBaHus, JIET 43,9+9,3% 42,7+8,7
JKeHIUHBI/ MY KYHHBI 44 /30 297/142
CpenHuii BO3pacT Hadania 30,7+7,3* 28,5+7,3
Cpenusist gmurensHOCTh PC 11,3+0,7 14,2+8.6
Cumnromsl aebrora, adbce./%
MUPaAMUTHBIE 29/39* 101/23%
MO3KEUKOBBIC 15/20 53/12%
YyBCTBHUTEIILHBIE 5/7 44/10%
MOJIMCUMIITOMHOE HA4aJI0 23/31* 100/23%
3pUTEIBHBIC 1/1,5 88/20%***
CTBOJIOBBIE 1/1,5 31/7%
Ta30BbIC HAPYILCHUS - 9/2%
mpoune - 13/3%
EDSS 6[5; T]*** 5[4;6,5]
Hocturimm EDSS=3 (gen.),
abc./% 20/27 111/25
Bpewms mocrikernss EDSS=3 2[1; 5]** 4[1; 11]
Hocturimm EDSS=6 (gen.),
abc./% 35/47 142/32
Bpems moctmxennss EDSS=6 7,61£6,2%** 10,5+7,4
Ckopoctb nporpeccupoBanus  0,79+0,69*** 0,51+0,4

* p<0,05, ** p<0,01, *** p<0,001.

MIPOrPECCUPYIOIIEe TEUEHHE C HA4aJlOM B BO3pacTte
ot 16 o 45 net). [Ipeobnagany >KeHITUHBL, KaK ¥ TIPH
tunnaHoM PC, HO pasianume HE HOCTUTAIO
CTaTHCTUYECKOW 3HAYUMOCTH ()’ C MOMpPaBKOM
Merca=1,17; p=0,27). Ilo 1aHHBIM APYTUX aBTOPOB,
nas I[HITPC xapakTepHO paBHOE COOTHOLIEHHE
MY XYHUH 1 )KEHIIUH WIH JaXe IPeo0iaiaHie My KINH
¢ [IITPC na
MOMEHT HCCIICIOBaHMS U BO3PACT Havyasa 3a00JIeBaHusI

[7, 11]. Cpengauit Bo3pacT OOTBHBIX

ObutH OoJibIlie, YeM B TunuuHoi rpymmne (U=16870;
p=0,015 u U=1688, p=0,013). ¥ 24 GonpHHEIX C
no3aauM Havano PC [IMPC wabmonancs y 54% u3
HuX, puck passutus [IITPC Opu1 Beime (OP= 2,79,
95% JIW: 1,86-4,18; p<0,001 no Tecty Merca).
CpenHsast mpoIOKUTENBHOCTh 3a001eBaHUS Y
6onbHBIX ¢ [ITTPC cocrapmsura 11,3+0,7 roma u He
oTan4anack oT ocHoBHO# rpynnsl (U=16230;
p=0,342), game 3aboyieBaHME HAYUHAIOCH C
JBUTATEIBHBIX HAPYIICHUHM C OTHOCUTEIIBHBIM PUCKOM
(OP) no 1,59 (95% AN:1,17-2,17; p=0,009 mo Tecty
Merca). B me6ioTe He OTMEYanoCh CTBONOBBIX
HapyILIEHUH, peKe TaKO! TUI TEUEHUsI HAUYMHAJICS CO
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Puc. 1. Ananu3 nocruxkennss EDSS=3 u EDSS=6 npu IIIPC u Tunnunom teyenuu PC.

3puTenbHbIX paccTpoiicts (OP=0,13, 95% /IU: 0,03-
0,53; p=0,0005). TocToepno uarnie npu [ITTPC 651111
BOBJIEUEHHI B Iporiecc nupamuanas cucrema (U=1167;
p=0,004), uyTo 00yCNOBINBANO TSKECTH COCTOSHHS
naruenToB. [Ipu [ITIPC BesBIsITHCH G0JIEE BEICOKHIA
CpelHU YpOBeHb UHBaNUAHOCTH 10 mikaine EDSS B
cpasaennu ¢ tunuaaeM PC (U=12707; p=0,0002),
BBIIIE CKOPOCTH mporpeccupoBanusa (U=13133;
p=0,00008). Amnamm3 mokazan (puc. 1), 9To Bpems
JOCTHKeHUs ypoBHel mHBanugHoctu B EDSS=3 un
EDSS=6 6annoB npu TtakoM TeueHuun PC ObL10
CYLLIECTBEHHO MEHbIIIE, YEM NPH TUMMHUYHOM TE€YEHUU
PC (F=6,04; p<0,05 u F=4,95; p<0,05).
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JlanHBIE HAIIUX HMCCIIEOBAHUMN COBIAIAIOT C
KIuHIYecknMuy xapakrepuctukamu [ITTPC B npyrux
IOy JISTIVSIX :

1) Hayamo TIITPC B Gosnee cTapiiiem Bo3pacTe, 4eM
npu tunudHoM tedenuu PC [1, 4,7,9] (v nereit u
noapoctkoB ¢ PC B Pb ator Tun teuenus PC ne
3apeructpupoBan) [1];

2) MOCTOBEpPHO dYamle TaKOW THUN TEYEeHHUS
HAaYMHACTCA C MUPAMUIHBIX HAPYIICHHUH, pexe —
CO 3pUTENbHBIX [9];

3) B KIMHUYECKOW KapTHHE yalie HaOJIromacTcs
MOPAKEHUE NBUTATEIBHBIX MPOBOJAIIUX MYTH, YTO
00yCIIOBJIMBACT TSHKECTh COCTOSHYSI OOJIBHBIX [2,4,9];
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4) 6omee BBICOKHE CKOPOCTH MTPOTPECCHPOBAHUS U
YPOBEHb MHBAJINAN3ANNS OONBHBIX 110 CPAaBHEHHIO C
tunuyHeIM TeuenueM PC [4, 8].

N3ydeHne nmepBUYHO-IPOTPECCUPYIOMIEr0 THUIIA
TeUeHUsT HeOOXOIUMO JIUTST yTOIHEHHUS 0COOCHHOCTEH
naTtorenesa, auddepennuansHoil auarsoctTuku PC,
TUTAHUPOBAHMUS COOTBETCTBYIOIINX METO/IOB JIEYCHHUS

1 PO MITaKTHKHY 3a00IeBaHMS.
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