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BosMoskHOCTh CBsi3u paccesHHoro ckieposa (PC) ¢ rene-
THYECKUMHU (DaKTOpaMH TIOCTOSIHHO IPHUBIEKAET BHUMAaHUE
uccrnenonareneii [4, 8]. OcHOBaHWEM [JIsI ATOTO SIBIISIFOT-
CSl OIMCAHMS CeMeH, B KOTOPBIX HAOIIOIANOCh /IBa B Ooiee
cirydaeB 3a0osieBaHMs. BecoMbIM JI0Ka3aTeIbCTBOM T'€HETH-
4YecKoro BKJaja B 9THonoruto PC aBnsieTcs BbICOKast KOHKOP-
JTAHTHOCTb Y MOHO3UTOTHBIX OJTU3HEIIOB, XOTS TeHETHUECKUE
(axTopsI camu 1O cebe He SIBISIOTCSA JOCTATOYHBIMU U HE00-
XOJIMMBIMH JTST TIPOSIBIIEHUS OOJIC3HHU.

Ectb cBenenust, uTo yactoTa ceMeiHbIX ciyyaeB PC mo-
JKeT OBITh TOCTATOYHO BhICOKa — 710 6-11% [8, 13]. ITo nan-
HBIM OTEYECTBEHHOI! nuTeparypsl KoHna XX B., 3TH H(PHI
nocturanu 2,5% [1, 4], B Wccleq0BaHUIX TMOCICIHUX JIET
—or 1,1 10 5,9% [2, 3, 10]. OT™MeuaeTcs1, 4YTO HA UX YaCTO-
Ty OTYETJINBO BIUSET COCTAB TMOMYJISIIIMN - HAITHOHAILHOCTD,
MeCTO poxkaeHus u npyrue dhakropsl [1]. CemeiHbIe cnydan
3aboneBanms, Kak U cam PC, omnmcaHbl IPEMMYIIECTBCHHO Y
MpeCcTaBUTENEH eBPOIICOUTHOM pachl U HAOIIOJAINCH B Pa3-
JUYHBIX 3THHUYEeCKUX rpymmnax [5,12]. Kak u B copaguuec-
KHX ciydasx, ceMeifuerii PC game BcTpedaeTcs y KEHIIUH
[4], 1 TONBPKO B €AMHUYHBIX CIy4asX €CTh yKa3aHUs HaA Tpe-
obnamanue y My>x4uH [9].

Yto kacaeTcs TUIIA HacleI0BaHUs PEIPaACIIONOKEHHOC-
™1 K PC, TO OH MOXeT OBbITh KaK pEeleCCUBHBIM, TaK U JO-
MUHAHTHBIM H CIEIJICHHBIM ¢ TojoM. Haunbosnee BeposiTeH
ayTOCOMHO-PELIECCUBHbBIN TUIT HACJEAOBAHUS C HU3KOM me-
HETPAaHTHOCTHIO. B OONBIIMHCTBE CIydaeB poOJIOHAYAIHHU-
KOM OOJIe3HM SIBJISICTCS JKeHIMWHA (0adymika, MaTh, TETKA),
peske — myxunHa [9, 10]. KoiuuecTBO OOJNBHBIX B ceMei-
HBIX ciay4dasx PC yamie Bcero HeOONbIIOE — JIBA, TPH, PEKE
6ombire. loctoBepublit PC B mocieqoBaTeNnbHBIX TPEX MOKO-
JICHUSIX OJTHOM ceMbH ommcaH B 1975 r. — nen, MaTh, BHYYKa.
VY Bcex OONBHBIX OBLIO THITUYHOE PEMUTTHPYIOIIEE TEUCHHUE,
y Ieqla ¥ MaTepH J1eOI0T 3a00IIeBaHMs ¢ HEBPHUTA 3PUTEIIBHBIX
HEpBOB [7].

Bce aBTopbl, onuckIBas KIMHUKY ceMeiinoro PC, ormeua-
10T BHYTPUCEMEHHBII KIMHUYECKUH monumMopdusM, T.e. To,
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Pe3ome

IIpencraBneno ommcanue 10 ciayyaeB cemeiiHoro pacce-
ssHHOrO cKJiepo3a (PC), B KOTOPBIX HACYUTHIBATOCH 18 G0JIb-
HBIX ¢ 10cTOBepHbIM PC 1 3 yes1. — ¢ BeposaTHbIM. B 7 cembsix
HacJIeICTBeHHOe npeapacnojoxkenue k PC nepenasajioch no
BepPTHKAJIH, B 3 — mo ropusontanu. Teyenue 6ose3nn y 14
00/1bHBIX HOCHJIO PeMUTTHPYIOIIHMIi XapaKTep, y 4 — nepBuY-
Ho-nporpeccupymomuii. OTMeyeH NOBBINIEHHbIH PHCK MOB-
TopsiemocTu PC y nouepeii, 6patbeB u cectep. Becem cembsim
NpHUCyl] KIMHAYECKUi noiuMopdusm.

Kniouegvie cnosa: paccesiHHBIN CcKJepo3, AMypckasi 00-
ceMeiiHbIe

JacTb, HacCJeJICTBCHHasi MNPEAPaCnoJ0KeHHOCTD,

ciIy4au.
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Summary

10 cases of family multiple sclerosis (MS) of 18 patients
with reliable MS and 3 with probable one are presented. In 7
families the hereditary predisposition has been handed down in
the vertical line and that in 3 families — horizontally. The du-
ration of the disease in 14 patients was of remittent character
and that in 4 patients was of primary — progressive character.
The higher risk of remittance of MS was in daughters, brothers
and sisters. Clinical polymorphism is inherent characteristic of
all the families.

Key words: multiple sclerosis, Amur region, hereditary pre-
disposition, family cases.

gt0 npucymie Boobrie PC [4, 6]. B eqMHUYHBIX HAOJIOICHU-
SIX TIOCJICAHUX JIET YKa3bIBaeTCs Ha HayasIo B 00Jiee MOJIOIOM
BO3pacte y aerel [5], 0TcyTCTBUE IEPBUYHO-IIPOTPECCUPYIO-



mero PC (TITTPC) [3]. C BBeeHNEM MarHUTHO-PE30HAHCHOM
tomorpaduu (MPT) mosBrIHCE COOOIIECHHS, YTO Y MOHO3H-
TOTHBIX OJIM3HENoB, B ciyyae PC y ogHOro, y apyroro mnpu
UCCIIEIOBAaHUN BBISBIISIIOTCS XapAaKTEPHBIC MPU3HAKU JICMHU-
SNMMHU3HUPYIOIIETO TpOoIiecca NMPH OTCYTCTBHU KIWHHUKH [9].
Taroke pu 00CIIeTOBaHUH KIMHUYECKH 3IOPOBBIX JIMIl MO-
noxe 50 neT, poaACcTBEHHUKH KOTOphIX crpaftanu PC, y 38%
BBISIBIIEHBI MHO>KECTBEHHbIE OYaru MOBBILIEHHOW MHTEHCHUB-
HOCTH B FOJIOBHOM Mo3re, a y aui crapure 50 tet —y 73%.
VY 11% 3THX 3X0POBBIX JIUI] IPH TIIATeTbHOM aHanu3e MPT
€ro KapTHHA MTOJHOCTHIO0 COOTBETCTBOBATA KPUTEPHIM MHO-
TO0YaroBOr0 JIEMHEIMHI3HPYIOIIETo MpoIecca, MpoTeKaro-
IEro B ATHX CAyYasx cyOKiImHudecku [14].

BosmoxHo, tipu 6osiee mupokom BHeapenun MPT B am-
OyJIaTOpHYIO NPAKTHUKY MOSIBUTCS BO3MOYKHOCTD B CEMbSIX, TIIE
ecTb 60mbHBIC PC, BBIBIIATH CyOKITMHIUYECKHUE CITy4yan 3a001e-
BaHMSA, YTO UMENO OBl OONBIIOE MPAKTHIECKOE 3HAYCHHE IS
COKpaIIeHNs Meproa «aedrot — muaraos PCy» [11].

MaTepuan bl 1 METO/bI

VYuer 60ibpHBIX PC Benercs Hamu ¢ 1957 r., KoJind4ecT-
Bo OosbHBIX PC B pasnble Tonbl Kojebanoch oT 325 (1985r.)
1o 282 (2005 r.). 3a Bce Bpems HaOmroAeHUS BBIsABICHO 10
cemeit (Tabauna), rae ObUTH TOBTOpHBIE ciiydau PC, B HUX
3aperHCTPUPOBAHO 18 OONBHBIX C TOCTOBEPHBIM JHATHO30M
PC u tpoe — ¢ BeposiTHbIM. JKeHIuH 05110 14 yen., MyK4nH
— 7. Bce 0onbHBIE pYyCCKOHM HAIIMOHATBHOCTH, 5 U3 HUX IIe-
pecenennbl. Bo Bcex ceMbsax Obwto 1o Boe 60BbHBIX PC 1
TOJIKO B OJIHOM — jJocToBepHbIid PC ObUT y MaTepy U ChiHA
1 BO3MOJXHBII Y BHYKa. B 6 ciydasx «poJoHaYabHUKOM»
ObLTa KEeHIIMHA (B 5 cllyyasiX — MaTh, B OJJHOM — 0a0y1ika)
U B OJHOM MyxuHHa. Bo3pact gebrora PC y ponureneit u
nouepert — 24,845,0 u 23,347,8 neT cooTBETCTBEHHO (pas-
HUIA CTaTUCTUYECKH HejocToBepHa, p>0,05). B nmutepaType
oTMeYaeTcsl OMoJIoXKeHHe 1e0roTa y aereit [10], B Hamux Ha-
OJIOICHUSIX TOJIBKO B OJTHOM CIIy4ae Hadalsio y JTo4YepH OBbLIO
B OoJiee MO3IHEM BO3pacTe, YeM y MaTepH, U TaKkKe B Ooiee
MO3/IHEM BO3pacTe, 4YeM Matb, 3a0o0Jen ee ChiH. B ceMbsx,
rie PC GonpHBI Opat 1 cecTpa, BO3pacT 1e00Ta y OCIeTHIX
BBIIIIE TIO CpaBHEHUIO ¢ Oparbsmu: 32,7+10,8 u 23,0+7,9 net
COOTBETCTBEHHO. BO BCEX ceMbsIX OTMeJaics KIMHHYCCKUI
nomuMoppu3M. Y marepu Ie0I0T co CIabOCTH B HWKHHX
KOHEYHOCTSIX, y JOYCPU C HEBPUTA 3PUTCIBHBIX HEPBOB, Y
Opata — C aTakCHH, Y CECTPHI C TUIUIONUU U T.A. TeueHue
PC y 14 6onpHBIX OBIIO PEMUTTUPYIONINM C HEPEX0J0M BO
BTopuuHOe Tporpeccuposanue (BIIPC) B cpokn ot 8 mo 12
net. [ITTPC BoIsiBIIeH y 4 OOJBHBIX: B 2 CEMbBSIX Y CHIHOBEH U
B ciIydJasx OpaT — cecTpa: B OTHOM — Y CECTPHI, B IPYroM
— y Opata. Kak oTMe4eHO BbIIIE, IO JAHHBIM JTUTEPATYPBI,
[ITPC B cemelinbIX ciayvasx He HaOmonancs [3].

Cemeiinble ciryyan PC B AMypckoii ods1actu

BonbHble nens cembu Kouin-Bo cemeit
Mars - 1046 4
baOymika - BHyuka 1
Mars - ChIH - BHYK 1
Cecrtpa - 6pat 3
Orelr - CBIH 1
Hroro 10
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[IpuBoaMM HaIIH HAOTIOACHUS.

bonvnas JI., ypoocenxka Ceeponosckoii oonacmu. Ilepgvie
NPUBHAKU OONE3HU — VMOMIAEMOCHb HUICHUX KOHEUHOC-
meu — ommemuna ¢ 22 2. Ilo oxoHuanuu meouncmumyma
npuexana pabomams 8 Amypckylo obnacme. Boiuwia samyarc,
poouna doub, ObimMosvle U CIYHCCOHBIE YCA0BUSL CIONCUTUCD
bnaconpuamuo. 3abonesanue HOCULO PeMUMMUPYIOWULL Xa-
paxmep, BIIPC uepes 15 nem om Hauana 3a601e6anus, mo2oa
Jice onpeoenenvl 08e Spynnvl UHBATUOHOCU, HO NPOOOIICANA
pabomams ¢ oepaHuyeHusMU, nepeol — uepes 25 nem. B na-
cmosiuee 8pemst OnumenbHocms bonesnu — 51 200, nepedsu-
2aemcs CamoCmosmenbHo 6 NPeoeax K8apmupbl ¢ NOMOWbIO
nanouku. Ee douws, cmyodenmra meduncmumyma, 6 ozpacme 18
Jlem noCmynuia 8 HepeHoe omoeileHue 001acmHOl OOIbHULbI
€ 2CaAn0baMU HA PE3KOe CHUICEHUE 3PEHUSI CNPABA U OHEMEHUE
nesou pyxu. Ha ¢ghone nevenus nonnviti peepecc cumnmomos.
Jlnumenvrocmov nepsoil pemuccuu 3 2., poouna 08oux 0emell.
Tlocne 8vixooa na pabomy u3 OeKpemHo2o Omnycka nepexec-
Ja msavcenyo opmy epunna, Ha 3mom (oue blpadiCeHHOe
obocmpeHue: c1abocms 8 KOHEUHOCMAX, AMAKCUsl, 0enpeccusi
€ NOCIeOYIOWUM Nepexo0OM 60 GMOPUUHOE NPO2PECCUPOBA-
nue. Cemeunas u ciyxceOHas 0OCMAHOBKA CIONCUTUCL He-
onaeonpuamuo, yacmole cmpeccul. Mneanuonocms 2 epynnul
onpeodenena uepes 10 nem om navana 3aboneéanus, 1 epynnvi
— uepes 20 nem. Juumenvrocms donesnu 38 aem, ¢ mpyoom
nepeosucaemcsi 8 npedeiax keapmupul. B smom cnyuae naua-
q0 PCy oouepu 6 6onee pannem 6o3pacme, bonee bvicmpoe
npozpeccuposanue, 4em y Mamepu, 4mo, 603MOICHO, C6A3AHO
€ ompuyamenbHoiM 8IUAHUEM BHEUWHUX PAKMOPO8 (cmpecchl,
un@exyuu).

Cembsi M. (mamw, cbin, 6nyk). Mamb npuexana 300pogoii
u3 Boponesicckoii obnacmu. B 20 nem écmynuna 6 6pax, komo-
Pblll yepes 08a 200a pacnaics, uepes 200 CHOBA GbIULIA 3AMYIIC,
poouncs cuin. B amo epemsa yyce ommeuana nepuoouteckyio
cnabocmsb 6 koneunocmsax. Juaenoz PC ycmanoenen 6 go3pac-
me 33 nem yoice Ha cmaouu 8MOPULUHOLO NPOSPECCUPOBAHUS,
uepes 0sa 2oda onpedenena 2 epynna uHearuoHocmu. Bmopoii
bpax makoice OKazancs HeOIA2oNOLYUHbIM, OOIbHASL Onpedeiie-
Ha 8 00M UHBANUA08, 20e yMepaa 6 sospacme 55 aem om ypo-
cencuca, 6cezo bonena 35 nem. Ee coin A., 1950 . posicoenus,
3abonen 6 gospacme 46 nem, Ko20a NOABUNACL NOCMENEHHO
Hapacmarowas ciadocms 8 Ho2ax, USMEHUIACh NOX0OKd. Yc-
manoenen ouaernos ITTPC, noomeepoicoen MPT. B nacmosiuee
epemsi UHBAUO 2 2pynnvl, nepeosueaemcs: CamMoCmosmebHo,
ucnonvzyem mpocmo. E2o coin 6 6ospacme 6 1em obcnedosancs
6 0emcKoM HepeHOM OmOeNeHUl N0 NOB0OY 6HE3ANHO HACTY-
nueuie20 OHeMeHUsl 8 1e80ll NO0BUHEe Meld C Y4acmuem auyd.
Tomumo eemuanecmesuu 68 HeBPOIOUHECKOM CIAMYCE MUK-
pocumnmomamuxa. Pezpecc 8vluleykazanHbix cumMnmomos ue-
pe3 2 neo. Ipu nosmopmnvix ocmompax 6 éozpacme 9 u 20 nem
COXPAHANACH PACCESHHASL MUKPOCUMAMOMAIMUKA. UHIMEHYUOH-
HbIll MpeMop, 0X4CUBTIeHUEe CYXOHCUTLHBIX PeaeKcos, 810CHb
oprownvix. [Ipodonscaemes nabodenue.

Takum 00pa3oMm, y Marepu HaOJI0AaI0Ch PEMUTTHPYIO-
mee Te4eHue, Ho ¢ paHHuM nepexoqom Bo BIIPC, a y ceina
[ITPC ¢ MeneHHBIM TPOrPECCUPOBHANEM.

Bropoii ciryyait IITTPC Habnronancs B ceMbe, Te OTell CTpa-
nan PC ¢ peMUTTHpYIOIIM TedeHueM ¢ 18-1eTHero Bo3pacTa.
VY cpIHa IOCTENEHHOE HapacTaHHe CIa0OCTH B HOTAX C 25 JeT.

Crnenyromee HaOmoeHre (cecTpa - Opar).

Cecmpa P. 3a6o0nena PC 6 sospacme 28 nem. Teuenue 3a-
601e8aHUS — MUNUYHOE PEMUMIMUPYIOUe-Npocpeccupyouee.



Jlasnocmo 3abonesanus 22 2., camocmosmenbHo He nepeosu-
eaemcs. Ee mnaowuii 6pam HU. 3a6onen 6o epemsi cpounoil
cnyancovl 6 apmuu. B eospacme 21 e. xomuccosan ¢ dvicmpo-
npozpeccupyioumum HUXCHUM cnacmudeckum napanapesom. B
0071ACMHOM HeBPON02UYECKOM OmOeNeHUU YCMAaHO8NeH Oud-
2Ho3 ITTIPC. Ymep 6 33 2. om comamuuecKux 0C10#CHEeHU.

MOKHO TIPEIIONOKUTh, YTO 3JI0KAUYECCTBEHHOE TCUCHUE
Oose3HH y Opara CBsI3aHO ¢ peObIBaHHEM B apMIH, HECBOC-
BPEMEHHBIM YCTAaHOBJICHUEM JIMArHO3a.

Takum 00pa3oMm, B HAIIUX HAOIIOJCHHUAX TOBBIIICHHBII
puck nostopsiemoctu PC ycraHoBieH y noudepeit, pexe y
OpatbeB u cectep. Kpome Toro, B ceMEWHBIX CIyJasx OTMe-
yed u [ITTPC.

JJurtepartypa

1. AnmueB B.A., Acnanos A.M. O cemMeiHbIX City4asix pac-
CEeSTHHOT'O CKJICp03a IPH ITPOKUBAHUU CHOCOB B pPa3HBIX KIIH-
Maroreorpaguyeckux peruonax // JKypHaia HeBpOIaToIOTuu
u ncuxuarpuu. - 1987. - T. 86, Ne3. - C. 370-373.

2. baxtuspoa K.B., MarxanoB P.B. Ananus cemelHbIX
cIIydaeB paccessHHOTO ckieposa B PecnyOnmke barmkoproc-
tan // HeBpomor. xypHai. - 2007. - T. 12, Ne2. - C. 11-15.

3. I'onuapona 3.A., ®omuna-EproycoBa M.A. Cemeiinbie
CITydad PaccessHHOTO CKJIepo3a B IOIJISIHU 00JbHBIX Poc-
TOBCKO#1 obnactu // Helipoummynomnorus. - 2007. - T. 5, Ne2.
- C. 80-81.

4. T'yces E.H., 3aBamumun U.A., Boiiko A.H. Paccesn-
HBIH CKJICPO3 M JPYTHE JEMUEITHHU3NPYIONTHE 3a00JIeBaHN.
- M.: Muxiom, 2004. - 528c.

5. Eroposa I'.I1., Ky3smun UK., Eropos M.U. Cemelinble
cllydau paccesiHHOro ckieposa B Uysarickoii Pecriyonuke //
Heiipoummynomnorus. - 2005. - T. 3, Ne2. - C. 83.

6. MankoBa H.A. TedeHnue paccesHHOTO ckiepo3a B 3a-
nagHoit Cubupu (Ha npumepe r. HoBocubupcka): ABtoped.
JC. ... KaHJl. MeJ. HayK. - HoBocubupck, 1988. - 18 c.

7. Bird Th.D. Apparent Familial multiple sclerosis in
Three Generations // Areh. Neurol. Chic. - 1975. - Vol. 32,
Ne6. - P. 414-416.

8. Bobowick A., Kuztzke J.F., Brody J.A. et. al. Twin study
multiple sclerosis: an epidemiologic inquiry // Neurology.
- 1978. - Vol. 28. - P. 978-987.

9. Ebers G.C., Sadovnic A.D. The role genetic factors in
multiple sclerosis susceptibility / Neuroimmunology. - 1994.
-Vol. 54. - P. 1-17.

10. Eoli M., Pandolfo M., Amaroso A. et al. Evidence
of Linkage between susceptibility to multiple sclerosis and
HLA-class JJ loci in Italian multiplen families // Eur. J. Hum.
Genet. - 1995. - Vol. 3. - P. 303-311.

11. Lynch S.G., Rose J.W., Smoker W. et al. MRT in
familial multiple sclerosis // Neurology. - 1990. - Vol. 40.
- P. 900-903.

12. Thompson A.J., Polman C., Hoblfeld R. Multiple
Sclerosis: clinical challenges and controversiens. - Martin
Dunitz, 2001. - 422 c.

13. Sutherland J.M. Observations on the prevalence of
multiple sclerosis in northern Scotland // Brain. - 1956. - Vol.
79. - P. 635-654.

14. Tienari P.J., Salonen O., Wikstrem J. et al. Familian
multiple sclerosis: MRJ findings in clinically affected and
unaffected siblings // J. Neurol. Neurosurg Psychiatry. - 1992.
- Vol. 55. - P. 883-886.

Koopounamuer ona ceasu c¢ asmopamu: Kapuayx B.H.
e-mail: karn@amur.ru

I

YK 616.379 - 008.64 : 616.853.9

T.A. 3axapbiuena', ILIL. [Ipo3nosa’, U.B. I'nareimes?, O.A. UepHoBa?,
C.4. Ky3ennas?, A.B. Caxuo?’, I1.E. YepBsikos?

CJIYUYA MAHUDECTAIIUU CAXAPHOI'O TJUABETA
I TUTIA SIIWJIEIITUYECKUM CTATYCOM

Janvresocmounvlii 20cy0apcmeennvlii MeOUYUHCKull yuueepcumen';
301-11 Oxpysrcnotl 60ennblll KIUHUYeCKuUll 20CRumany?, 2. Xabapoeck

Caxapsslit quabet I Tunma — 3T0 opraHocnenuduaeckoe
ayTOMMMYHHOE 3a00JIeBaHNe, XapaKTePU3YIOIIeeCs ayTONM-
MYHHOH JIECTpYKIMEH MHCYIAPHOW TKaHW M Pa3BUTHEM ao-
COJIOTHON MHCYJIMHOBOH HEJOCTaTOYHOCTH, IMPUBOJSAIIEE K
CTONKOM THMEPrIUKEMUH, HapyIIEHHI0O OOMEHa BEIIECTB U
Pa3BUTHIO OCTPBIX (JEKOMIIEHCAMU MeTaboIu3Ma KeToalu-
JIOTHYECKOT0, THIEPOCMOISPHOTO, JAaKTaTaIl[HIeMUIeCKOr0
U TUMOTTIIKEMUYECKOTO THITOB) M OTAAIEHHBIX OCIOKHEHUI
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(mnabetudeckast HepomaTHsa, PETHHONATHS, MAaKPOAHTHO-
matus, HeBponatus). [ MHCYIMH3aBHCHMOTO CaxapHOTO
mnabera (M3CJ]) TUmUYHBI OCTpoe Hadayo, JAOWIBHOCTD
TEYeHHS, CKIIOHHOCTH K KeToanuao3y. [Ipeodnamarommuii Bo3-
pacT — JEeTCKUiA U OJIPOCTKOBEIH [1, 2, 5].

Octpele HepBHO-Nicuxudeckue paccrpoiicta (OHIIP)
BCTpPEUAIOTCA MPH BCEX THIAX JAeKOMICHcAuu auabera. Ma-
audecranust CJ] ¢ OHIIP mopoi 3HaunTENbHO 3aTPyIHSIET



