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OTtuonorusa paccesHHoro ckneposa (PC) go HacTosiwero BpeMeHu OCTaeTcsl HeEM3BECTHOW. B monb3y reHetu-
YecKoW NpeapacnonoXeHHOCTU 3Toro 3aboneBaHusi CBUMAETENbLCTBYIOT cemeliHble crydau PC. MpuBoautcs peakoe
ansa Mepmckoro kpasi knuHWYeckoe HabniopgeHvwe cemenHoro PC c Tpemsi cnyyasiMu 3aboneBaHusi B OOQHOM MOKO-
NEHNN, XxapakTepuayioLeecs BblPaXeHHbIM KIMHUYECKUM MonnMMopdusmom.

KntoueBble cnioBa: paccesiHHbIN CKNepo3, reHeTMKa, CEMENHbIA Cry4dai.

The etiology of multiple sclerosis (MS) is not known still. Family cases of MS could prove the genetic predisposition for this disease. We describe here

rare for Perm Region family history with three cases of MS in one generation which are characterized by significant clinical polymorphism.
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OTnonorna paccesiHHoro ckneposa (PC) pgo
HaCTOSALLEro BPEMEHM OCTaeTCs Heu3BecTHoW. B
nomnb3y reHeTUYeCcKoW NpeapacrnosnioXeHHOCTN 3TO-
ro sabonesaHunsi CBUOETENbLCTBYIOT CEMENHbIE Cry-
yan PC, koTopble cOCTaBnsAwT OT 2 A0 5%. YKeH-
WMHBI B CeMelVHbIX HabnwogeHusx 6GonewT B 5-6
pa3 valle MyX4uH; HaubornbluMi puck 3abonesa-
HUA WUMEeT pPOACTBEHHWKM (BpaTbs M CecTpbl)
nepeor nuHUM popactea. o gaHHbIM cTaTUcTU4e-
CKUX MCCnefoBaHui [2], puUck 3aboneBaHus B MNO-
nynsuun B LENOM COCTaBnsieT MeHee 0,2%, a B Ce-
Mbsix GonbHbix PC puck passutns 3abonesaHus
ONa Tpex MNOKONEeHWn paBeH 20%. BennumHa OTHO-
cutenbHoro pucka (OP) 3abonesaHus, T.e. Npeob-
nagaHue BepoOSsiTHOCTM 3aboneTb Hag BeEPOSATHO-
CTbl0 OCTaTbCA 3[40POBbLIM, B 20-50 pa3 Bbile Ans
poAacTBeHHMKoB 6onbHbix PC, yem B nonynsauyun B
uenom [s1.

Mo pasHbiM OLEHKaM, CEMEWHLIN PUCK MOBTO-
pssemoctn PC y poacCTBEHHMKOB NEPBOWN, BTOPON U
TpeTben CTeneHen poACTBa paBeH 12,9% [4], 21,9%
[6], 66,0% [3] B 3aBUCMMOCTU OT TeppuUTOpUarnbLHOro
pacnonoXeHust NonynsiyMm M OTCYTCTBUS UMM Ha-
nMymMa OMUHaUMN CEBEPOEBPONENCKUX KOPHEMN.

PacnpoctpaHeHHocTe PC B [lepmckom Kpae
COCTaBnseT (26,0 + 0,9) Cnyyas Ha 100 TbIC. Hace-

NEHNsT [1], YTO MO3BONSET OTHOCUTH TEPPUTOPUIO
pernoHa K 30He cpefHel cTeneHm pucka no 3abo-
neBaemMoCTW.

Hwxe npuBeneHo pegkoe anst MNepmckoro kpas
KnuHuyeckoe HabniopeHve cemenHoro PC ¢ Tpems
cnyyasivi 3aboneBaHusi B O4HOM MOKOMEHUN.

bonbHOU A. (npobaHa), 30 NeT, npeobaAsnseT
»anobbl Ha HEBO3MOXHOCTb X0oAbObl M3-3a cnabo-
CTU B HOTax, OLLYLLEHUS CTArMBaHUSA B HUX, UHTEp-
MUTTUPYIOLLUME HAPYLUEHUST MOYEUCMYCKaHUSI Mo
TUNY 3adepXek, W3MEHeHWe peyun, HapyLlueHue
rnoayepka U KoopavHaLUN OBUKEHWN.

M3 aHamMHe3a M3BecTHO, YTO B Bo3pacTe 12 JeT
nosieunacb cnabocTb B Horax, onpegensiemas npu
dmamyecknx Harpyskax. Yepes 4 roga oHa crana
MOCTOSIHHOM W MOCTENeHHO HapacTana, npucoeamv-
HMnacb LWaTKocTb noxodku. Ewe uyepes 2 ropga
GONbHON He CMOr CaMOCTOSITENbHO NepeaBuUraTb-
cs. Haxogmnca nopg HabniogeHvem HeBporiora no
MECTy XWTenbCTBa C AMarHo3oM «bonesHb Ppu-
apenxa». C 1s-neTHero Bo3pacTa SIBMNSIETCS WHBa-
NMAOM | Tpynnbl.

Poguncsa nepBbiM pebGeHKOM OT martepu B
Bo3pacte 22 neT. OKOHYMN 9 KNaccoB cpegHen
wkonbl. B geTctBe Gonen BeTpsiHOW OCMOW, arn-
neprum Het. Jea 60nNbHOro Mo MaTepUHCKOW -
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HUM UcnbITbiBan cnabocTb B HOrax, HeOOHOKpaT-
HO NPOXOAWN KypC fe4veHus ¢ guarHosom 6oko-
BOro ckneposa (6onesHb LTptomnens), ymep B
Bo3pacte so neTt. MepguumHckas [OKymMeHTauus
He coxpaHunachb.

OGBEKTMBHO: HOPMOCTEHMYECKOTO  TEeNoCroXe-
HWSA, MATONOrMN BHYTPEHHUX OPraHOB HE BbISIBIIEHO.
CamocrosiTencHas xogpba HEBO3MOXHa U3-3a cna-
6oCcTn B Horax.

HeBponornyeckn:  ropmsoHTanbHbIA  HUCTarm
npu B3rnsige BNEBO, HEOOCTaTOYHOCTb  (DYHKLMM
OTBOASLLEro HepBa CrnpaBa, PacCTPOWCTBO akTa
KOHBEPreHUMW, LEeHTpanbHbIi  MNape3  MnpaBoro
NnoabA3bIMHOrO Hepsa. J1erknin MHTEHLMOHHbIA Tpe-
MOp M MMMOMonagaHue ¢ ABYX CTOPOH Npu nanb-
LeHocoBon npobe. [IBYCTOPOHHUN aauMafOXOKMHES.
Cuna B pykax s 6annoB, OploLHble pedreKkchbl Xu-
Bble, HWXKHSAS crnacTudeckas napannerms ¢ Ta3oBbl-
MW HapyLleHusaMu no Tuny 3agepxek. YyBcTBuM-
TenbHble HapylleHWs B BUAE ruMnecte3un npasow
knctn. CteneHb HeBponorudeckoro Aedpuumrta no
wkane epss 8 6annoB. [MoNOXUTENbHBIN TEMMOBOW
TECT.

MPT ronoBHOro u CAMHHOrO Mosra: B T2, Ti
B3BELLUEHHbIX N300paXeHUsAX, FLAR-TOMOrpamMme BU-
3yanusupyroTca MHOXECTBEHHblE ovaru AemMUenuHu-
3aumm  Gernoro  BewlecTBa  rOMOBHOrO  MO3ra,
rMMO3HbIE N aTpodUYeCcKMe N3MEHEHUA MO3XKeuka,
NPOAONIroBaTOr0 U CMAMHHOIO Mo3ra.

[narHos: paccesiHHbIN CKNepo3, BTOPUYHO-NPO-
rpeaMeHTHas dopMa, HWKHAS cnacTuyeckass na-
panfnernss ¢ Tas0BbIMW HapyLUEeHUSAMU, YMEPEHHO
BbIP@XXEHHbI MO3XEYKOBbIA CUHOPOM.

OnddepeHumanbHbli - gMarHo3  NpoBOAMIICA
vexay PC n artakcnen ®pugperixa. OH 0OblMHO He
BbI3blBAET TPYAHOCTEW, OCOOEHHO ecnnM ecTb BO3-
MOXHOCTb OOCNEefoBaHNA HECKOMbKUX YJIEHOB Ce-
Mbu. B paHHOM cnyvae pguarHo3 6GonesHn Ppu-
aperixa Obin nocTaBneH B MOAPOCTKOBOM BoO3pacTe
N paHee He nepecmaTtpuBasnca gaxe npu MpUco-
€OMHEHN HOBbIX Xarnob, CUMNTOMOB W MOSBIEHUS
aHarorMyHbIX PaccTpoOWCTB Yy APYrMX YSIEHOB CEMbW.
MpotnB GonesHn Ppuaperixa CBUAETENLCTBYET OT-
CYTCTBUE U3MEHEHUA MOpaXeHus cepaua, NomKeny-
OOYHOW >Xenesbl, coXpaHeHwe rnyboKon 4yBCTBU-
TENbHOCTN B AWCTANbHbIX OTAENax KOHEYHOCTEn W
[ebtoT 3aboneBaHnsa co cnabocT B KOHEYHOCTSAX, a

CeMmeliHoe HablwOeHUe paccesHHO20 CK/epo3a 8 [lepMcKom Kpae

He C pacCTpoOWCTBa MOXOAKWU, a TaKke WMeloLasics
rMNEPTOHUST MbILLUL, KOHeYHocTeln. Kpome Toro, nwve-
eTca Bepudmkaumsa gnarHosa PC y gpyroro udneHa
cemMbMu.

bonbHasa b. (podHaa cecmpa 60/1bHO20 A.), 29
neT, npegbsBnsieT Xanobbl Ha crnabocTe B npaBown
Hore, HowLyo Gonb B NpaBOM KONeHe, nepuoau-
yeckme OonNM B MOSICHUYHOM OTAENE MO3BOHOYHU-
Ka, Ha nowaTbiBaHMe npu xoabbe u HapyleHue
MoYencnyckaHma no Tuny 3agepxkek. 3abonena B
27 neT: BMepBble MOABUNACH LWATKOCTb MOXOOKM.
lMocne caHaTOpPHO-KYPOPTHOIO NEYEHUA HACTYMMUIO
ynyJleHme B BUAE MCYE3HOBEHUSA [OAHHbLIX CUMM-
TOoMOB. Yepes 1,5 roga nocne 4pesmepHou uaun-
YeCKOW Harpysku BbigBUnacb cnaboctb B 006eunx
Horax, Oonblle cnpaBa, a Takke mnolaTbiBaHWe
npu xogbbe, HapylleHne MOo4YencnyckaHus no Tuny
3agepxkek. CTeneHb HeBponorvyeckoro gecpuuyuta
no wkane eoss 3,5 Ganna.

Pogvnnacb BTOpbIM pebeHkoM. HeBponormyecku
onpefensieTca  YMEPEHHbI  MOIKEYKOBbIA  CUH-
OPOM, NErkMin HWXHUIA UeHTpanbHbI napanapes ¢
Ta30BbIMY HapyLIEHUsSIMM MO TUMY 3agepXKek moye-
ncnycKaHus.

MPT ronoBHOoro u cnuHHOro mosra: B T2, Ti
B3BELLEHHbIX N300pa)keHUsIX, FLAIR-TOMOrpaMMe BU-
3yanuanpyloTcsl MHOXECTBEHHbIE O4Yarn AemMuenu-
HM3auum Genoro BellecTBa OMOBHOFO U CMWHHOIO
Moa3ra.

[narHos: paccesiHHbIN CKNepo3, BTOPUYHO-MNPO-
rpeavMeHTHas dopma C CMHOPOMOM YMEPEHHO Bbl-
PaXXEHHbIX MMPAMUOHO-MOIKEYKOBbLIX W Ta30BbIX
HapyLleHWA.

bonbHas B. (podHasa MmiaadwaAa cecmpa
60/1bHbIX A. U b.), 21 TOO, NpegbsBNsSeT xanobbl
Ha crnabocTb B HOrax, NpeMMyLLeCTBEHHO B npa-
BOW, OLLYLLEHNE «TYAEHUSA» B HUX, MHTEPMUTTUPYHO-
LUME HapyLUEHUs MOYEUCNYCKaHUs Mo Tuny 3agdep-
XKek, nolwiaTeiBaHMe npu xoabbe, HapylleHue 3pe-
HUSE B BUOE MNEPUMOOUNYECKOrO MOSIBNEHUS CKOTOM
Ha oba rnasa. bonbHa C 14 neT, korga BhEpBble
cTana oTMmevatb cnabocTb B Horax nocrne ¢usu-
YECKOW Harpysku, kKoTopas nocrne oTAbiXxa NpPOXo-
avna. [og Hasag npucoeauHWoch nollaTbiBaHWe
npu xopbbe OO HEBO3MOXHOCTM MepeasuraTbCsl B
TeMHoTe. BbisSiBUNUCL Tas3oBble HapylleHust Mo
TUNY VHTEPMUTTUPYIOLLUX 3adepXeK Mo4Yeuncrnycka-
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Hus. [epnognyeckn OTMeYaeT CHWKEHWE 3peHust.
OTkasanacb OT nocelleHnst 6aHn n3-3a MNosiBNeHns
B Hel obuwen cnaboctu.

Pogounacb TpeTbumM peBGeHKOM, OKOH4YMMa LUKO-
ny, nony4dmna npodgeccuio npogasua, pabotaeTt no
cneumanbHOCTN Mo HacTosiee Bpems.

B HeBponormyeckom crtaTyce: MMEEeTCHa Ierko
BbIPA)KEHHbIN aTaKTUYECKU CUHOPOM W  HUXKHWIA
cnactudecknin napanapes. CHUKEHO MbILEYHO-CY-
CTaBHOE 4yBCTBO, OTYETNMBAs CEHCUTMBHAA aTak-
cnsa. CrteneHb HeBponormyeckoro gedpmumrta no
LuKane epss 1,5 banna.

Ha MPT ronoBHoro u CnuHHOro mosra: B nob6-
HO-TEMEHHO-3aTbIfIOYHbLIX OTAEeNax, B MO3XeYKe,
CMMHHOM MO3re M MEepPUBEHTPUKYNSIPHO BU3yanu3u-
PYyHOTCA CUMMETPUYHBIE 30HblI TUMNEPUHTEHCUBHOIO
curHana no T2 U rMNOMHTEHCUBHOIMO MO Ti1 C Ha-
NINYMEM KUCTO3HBbIX MONOCTEN HEDBONbLUMX pasme-
pOB.

[narHos: paccesiHHbIA CKNepos, pemMuTTUpupy-
Iolee TeyeHve, NMPaMUaHO-aTaKTUYECKUN CUH-
OpOM.

Taknm obpasom, y Tpoux AeTen (podHble GpaT
M OBe CeCTpbl) B OAHOM MOKOMEHUM WUMEIOTCHA BO
MHOTOM OAHOTUMHblE MpU3Hakn nopaxexHus LUHC B
BUAE aTaKTU4YeCcKoro CMHOPOMa U HMXKHEro crnactu-
YecKoro napanapesa pa3HOW CTEMEHU TSHKEeCTU, a
TaKke SABMEHUN OeMUENUHU3aUMM B TOMOBHOM W
CMNUHHOM MO3re.

HecoMHEHHO, WMMeKTCA CTUrMbl  BHYTpUCe-
MEMHOro  KNMHU4Yeckoro nonumopduama (aedbtot
3aboneBaHnNs B 12, 14 N 27 NET, HaNU4Me TSHKENoWn
CEHCUTUBHOW aTakcuu y Mnajwen cecTpbl, MO3-
KEYKOBOro cuHgpoma y 6parta, pasHad cTeneHb
HeBporornyeckoro gecmumta M ckopoctb  op-
MWUpPOBaHNST KOMMJIEKCA ero CUHOPOMOB).

HecmoTpa Ha BbisBneHHble MPT-npusHaku
OEMUEeNnnHM3aLUunm, oKoHYaTenbHas AOCTOBEPHOCTb
anarHoza PC moxeT ObiITb YycTaHOBMNeHa npwu
AanbHenwemM KIMHUYECKOM MOHWUTOPUHre, a Tak-
K€ FeHeTMYeCKMM UccrnenoBaHUEM.

CeefieHns 06 aBTopax

CmpaHu4yKka npaKkmu4ecKkoz2o spaya

JlutepaTypa

1.2KesiHuH A.B. KnuHuyeckasa anugemmonorns paccesiH-
Horo cknepo3a B [lNepmckoi obnactn // Hesponorus
Mpukambs Ha pybGexe TbicaveneTuii: Tes. goknagos
7-ro cvesga HespornoroB [lepmckon obnactu / [lMoga.
pea. B.B. Wecrakoea, A.A. Wytosa. [lepmb, 2000.
C. 46-47.

.CycnuHa 3.A., 3axaposa M.H., 3asanuwuH M.A. u op.
MpoTokon BegeHusi BonbHbIX «PaccesiHHbIN CKNepos»
s/ TpobnemMbl cTaHgapTM3auuyM B 30paBOOXPaHEHUMN.
2006. Ne 2. C. 25-98.

.Binzer M., Forsgren L., Holmgren G. et al. Famiial cleste-
ring of multiple sclerosis in a Northern Swedish Rural District // J.
Neurol. Neurosurg. Psych. 1994. V. 57. P. 497-499.

Ebers G.C. Genetic factors in multiple sclerosis // Neurol. Clin.
1983. V. 1. P. 645-654.

.Farral M. Mapping genetic susceptibility to multiple sclerosis // Lan-
cet. 1996. V. 348. P. 1674-1675.

.Sadovnick A.D., Baird R.A., Ward R.H. wuttiple sclerosis:
updated risks for relatives // Am. J. Med. Genet. 1988. V. 29.
P. 533-541.

N

w

>

%

o

[MocTynuna B pedakumio 26.03.2009 T.

T.B. 3asanuHa - kaHO. Me[. Hayk, Bpay-HeBporor caHaTopusi-npodunakropusi «CocHoBbln 6op» OAO «Tpecta Ner» (r. MNepmb).

btonnemeHb cubupcKoli MeduyuHbl, Ne 1 (2), 2009. Temamu4ecKuli 8bINYCK 105



3asanuHa T.B., TpywHukosa T.H., Lllymos A.A. CemeliHoe Hab1r0OeHUe paccesHHo20 CKjepo3a 8 [lepMcKoM Kpae

T.H. TpywHukosa - acnupaHT kadegpbl HeBpomnorun nevebHoro dakynbTeta MNepMcKkon rocygapCcTBEHHON MeOWLUHCKON akaaemum (T.
Mepmb).

A.A. lllymos - p-p Meqd. Hayk, npodpeccop, 3aB. kadenpoi HeBpornorum nevebHoro dakynbTeTa MepMckoi rocyaapcTBeHHON Mean-
LIMHCKOW akagemum

(r. MNepmb).

AAna KoppecnoHAeHUUH

3asasnuHa TambAHa BUKMOPOBHA, e-mail: epm@front.ru

106 bionnemeHb cubupckoli MeduyuHbl, Ne 1 (2), 2009. Temamuyeckuli 8bINYCK



