PACCESHHbIN
CK/ZIEPO3

3TUOJIOIUA
OAKTOPbI PUCKA




PaccesHHbIM cknepo3 (PC) - XxpoHMYeCcKoe, NporpeccumpyoLlee
3a60/1€BaHUE LEHTPa/IbHOM HEPBHOM CUCTEMbI,
NaToMop@d0/1I0rM4eCcKyro OCHOBY KOTOPOIrO COCTaB/IAT
npouecchl geMneIMHU3aUnumn HepBHbIX NPOBOAHMKOB
(pacnag MMENMHOBOM 060/104KM) B TOJIOBHOM M CMIMHHOM
mo3re. KnmHmnuyecku PC xapakTepusyeTca paccesasHHOM
HEBPOJIOrMYECKOM CMMNTOMATMKOM, C/laratoLemcs mus
NPEMMYLLIECTBEHHOIO NOParKEHMA ONTUYECKOMU, MMPAMMIHOM
M MO3YXEYKOBOM CUCTEM FOJIOBHOIO M CMIMHHOIO Mo3ra. B
60/IbLLUMHCTBE C/ly4aeB, 0COBEHHO Ha HAYa/IbHOM CTaJmu,
TeyeHune 3ab0/1eBaHUA peEMUTTUPYIOLLEE C NOCeAYIOWNM
nepexoaoM B MeaJ/iIeHHOo-nporpeanenTHoe. Jebiotnpyet PC
B Mos1040oM Bo3pacTe (20-40 net), oAHAKO HEe MUCKJIoHaeTCA
BO3HWMKHOBEHME 3a60/1€BaHMUA Y AETEN U NinL, cTaplue 50
nerT.

PaccesHHbIM cknepo3 (PC) npeacTaBadaeT co60M reHeTUYECKH
AeTepPMMHMpPOBaHHOE 3a60/1eBaHME HEPBHOM CUCTEMBI C
HEBbISCHEHHOM 3TMOJIOTMEN M HEAOCTAaTOYHO U3YYEHHbIM
MNaToOreHe3oM.



eBo3pacT go 40 ner.

«HacneacrtBeHHas npeapacnonoXeHHOCTb (Ha/IMvme B CEMbE 601bHOM0
noA06HbIM 3ab01€eBaHMEM, KPOBHbIE GpaKM).

eHebnaronpuaATHble akTopbl BHELLIHEN CPe/bl: YacTble BUPYCHbIE U
6aKkTepuanbHble UHDEKUUM (KOPb, renaTtuT, BETpsHaA ocna); BAUAHME
TOKCMYECKUX BELLECTB M pagraLms; 0COGEHHOCTH NUTAHMS;
F€03K0/I0rM4eCKoe MECTO MPOXKMBAHMSA, OCOOEHHO BE/IMKO €ro BAUAHME Ha
OpraHu3M AeTeu; TPaBMbl; YacTble CTPECCOBbIE CUTYaLMM; MHCONALMA,
neperpeBaHMe, BO34eMCTBME HEMPOTPONMHbIX A/10B U Ap.

«Ecnun 3aboneBaHue NpMCYTCTBYET B CKPbITOM (popMe, 6EPEMEHHOCTb
MOJKeT CTaTb (PaKTOPOM pMCKa 000CTpeHUA 3ab6oneBaHMA. ToyHas
NpUYMHaA BO3HUMKHOBEHUA PAaCCEAHHOI0 CKAEepOo3a NoKa HEM3BECTHA, HO
60/1bLLUMHCTBO UCC/IeA0BATE/IEM PAaCcCMATPMBAIOT €ro Kak ayTOUMMYHHOEe
3ab0/1eBaHME, NPU KOTOPOM IMMODOLUTBI U3-3a CO0A B CUCTEME
pacno3HaBaHUA YyKepOoJHbIX 6e/K0B (BUPYCOB, GAKTEPMIM) HAYMHAIOT
aTakoBaTb COOCTBEHHbIE OpraHbl U TKaHM.



Cnedyem nod4YepKHymMb 4mo BO3HUKHOBEHUe
paccesHHo20 CKAepo3a CBA3AaHO CO C/1y4auHbIM
UHOUBUOYAJ/IbHbIM codemaHuem Heb1a20NPpUAMHbIX
3HOO02EHHbIX U 3K302€HHbIX hakmopos pucka. K
3HO02EHHbIM hakmopam npexxoe s8cez2o ciedyem
OmHecmu KomMnJieKc Jiokycos 2eHos HLA Il knacca
(rNaBHOro0 KOMMJeKca rmCToOCOBMECTUMOCTHU), U
BO3MOXHO 2eHoB8 Kodupyrouwjux ®HO-a,
obyci081UuBaOWUX 2eHeMUYeCKyHo
HecocmoamesibHoCMmb UMMYHopezyiayuu. Cpedu
BHEWHUX (hakmopos Mo2ym umMemsb 3Ha4YeHuUe: 30Ha
npoxusaHusa 8 demcKkom so3pacme, ocobeHHocmu
numaHusd, Yacmoma supycHbIX U 6akmepuasibHbIX
uHgeKkyuu u dp. Caredyem nod4YepKHymMb, 4YmMo HU OOUH
834mbIU U30/IUPOBAHHO PAKMOP He MOoXKem UMemb
3Ha4YeHuUe 8 BO3HUKHOBEHUU paccesHHo20 CK/aepo3a,
MOoJIbKO onpedesiéHHoe covYemaHue pAada pakmopos.



/laHHble 3MMAEMMOIOrMYECKMX MCCIeJ0BAHUM
06HaApYXKMBAOT pAJ UHTEPECHbIX TEHAEHLMM:
3a60/1€BaEMOCTb PACCEAHHbIM CK/IEPO30OM BHYTPM
Pa3/IMYHbIX NOMYALUMM M STHUYECKUX FPYMN 3aMETHO
pa3/inyaeTcs.

JTO 3a60/1€BaHME 0OCOOBEHHO LLUMPOKO pacnpOCTPaHEHO B
LloTnaHamMmn, CKaHAMHABCKMX CTpaHax U NpakTUYECKU
Ha Bcen TeppuTopumn cesepHou EBponbl. B CLLA
3a00/1eBAaEMOCTb pacCeAHHbIM CK/IEPO30M Bbille cpeau
6e10ro HaceneHua, Yem cpeau Apyrmx pacoBbix rpynm.






MccnepoBaHWs NOKa3biBalOT, YTO B HEKOTOPbIX PEFMOHAX MMpa
paccesAHHbIM CKNepo3 6onee pacrnpocTpaHeH, 0OHAKO eCcu
Ye/IoBEK NepPEeesKaeT U3 30Hbl B 30HY

, TO PUCK paccesiHHOro CKJieposa /1/11 HEro CHUXKaeTcs
TOJIbKO NPU YC/I0BUU, YTO NEepees ] Npom3oLLen

3TU JaHHble 3aCTaB/IAT NPeANo/IOKMTb HaJIMYME KAKOro-TO
cdakTopa BHELIHEN Cpebl, NpeapacnonaratmLLero K 3a60/1eBaHuIo
PACCEeAHHOro CK/iepo3a B TOM C/ly4ae, eC/IM OpraHu3m
CTaJIKUBAETCH C HUM B Jlony6epTaTHOM BO3pacTe.

Bonee Toro, paccesiHHbIM CK/1EpO3 CYMTaETCA
Ero pacnpoctpaHeHHOCTb B 060MX
nonyllapusax 3eMnM Bo3pacTaeT Mo Mepe yAasIeHus OT 3KBaTopa.

Kpome Toro, M3BecTHbI C/iy4am

- TaK, nocne |l MMpoBOM BOMHBI OH Gbl/1 paCNpOCTPaHEH
cpeAu HaceNeHMs, NPOXKMBABLLErO B NPUBPEKHOM YacTh JaHuu,
YTO TaK¥Ke 3acTaBAseT AyMaTb O HA/IMYUU SKONOMMYECKOM
MPMYMHbI pacCeAHHOr0 CKAepo3a.
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CyMTaeTca, YTO pacCeAaHHbIXM CKJIEPO3 MOXKET nepefaBaTbCs Mo
HacneacTBy (OT poauTenen K aeTam). PoacTBEHHMKM 6OJIbHbIX
pPaccesaHHbIM CKNePO30M (MEPBOM, BTOPOU M TPETbEN CTEMEHEN
PO/CTBA) MMEIOT MOBbILLIEHHbIM PUCK 3a60/1€Tb MM. Y POJHbIX

cecTtep U 6paTbeB 60JIbHOIO 3TOT PUCK COCTaBAET OT 2 J10 5%.

[peanonaraeTcs, YTo NPeApPaACno/IOKEHHOCTb K 3a60/1€BAHUIO
PacCeAHHbIM CKNEPO30M 06YC/I0B/IEHA HAIMYMEM HECKOJIbKMX
reHoB. CylLecTBYIOT TEOPUMU, COFNACHO KOTOPbIM pPacCeAHHbIN
CKN1epo3 pa3BMBAETCA TOrAa, Koraa YeN0BeEK MMEET
BPOX/AEHHYO FEHETUYECKYIO NPeAPaACO/IOKEHHOCTb K
He61aronpMsaTHOM peakuMmu Ha onpeaeneHHbIM hakTop
BHELUHEW Cpejbl, NPM CTOJIKHOBEHUM C KOTOPbIM 3amnyCKaeTCH
ayTOMMMYHHasi peakums.

CoBpeMEHHbIE METObl MAEHTUDMKALMU FTEHOB MOTYT MOMOYb B
NMOMCKE OTBETOB Ha BOMPOCHI O POJIM FEHETUYECKMX (DAaKTOPOB B
Pa3BUTUM pPacCEAHHOr0 CK/epo3a.



OTMevyalTCA HEKOTOPbIE pa3/InymMA B COMETAHMM YACTOTbI
3Kcnpeccnun reHos HLA-cuctemsl | v |l Knacca B 3aBUCMMOCTU OT
3THMYECKOMW NPUHAANEKHOCTU 60/1bHbIX. Hanpumep, B CLUA
yCTaHOBJ/IEHA NOBbIWEHHAA CBA3b BO3HMKHOBEHMA paCCEeAHHOro
CKJiepo3a C Ha/IM4nueM y 60/bHbIX aHTUreHos B7, DR2, B
LleHTpanbHoM Poccnmn — ¢ nokycamm A3 1 B7, B Cnbmpu — A1, A9,
B7.

Y eBponemcKmMx HapodoB NpM paccesHHOM CK/Iepo3€e Haubosee
yacto onpeaensaetca ransiotin DR2 (DW2) DRB1*1501 —
DQA1*0102 — DQB1*0602 HLA-cuctemsl Il Knacca.

B TO Xe BpeMA MMetloTCA CoobLeHNA 06 OTCYTCTBUU Y 6OJIbHbIX
pacCceAHHbIM CKJIEPO30M JIOKYCOB, BbIIBJIAEMbIX Y 3J0POBbIX
NIOJEN, TaK Ha3blBaEMbIX NMPOTEKTMBHbIX JIOKYCOB.

YCTaHOBNEHO TaKXe NpUCYTCTBME U pa3/IMYHOE CcoYeTaHue Tex UJun
MHbIX FEHETUYECKMX MApPKEPOB, YTO MOXET npeaonpeaenaTtb He
TOJIbKO BO3MOXHOCTb BO3HMKHOBEHMA 3a60/1€BaHMA, HO U
oTparkaTbCA Ha 0COOEHHOCTAX NaToreHe3a, MMMYHOPErynaumm y
60/IbHbIX pacCeAHHbIM CK/IEPO30M TUMA KJIMHUYECKOro TeYEeHMUA
6one3Hu. Hanpmmep, Hananume mapkepoB DR3 n OHO a 9 cBAzaHo ¢
He6.1aronpuATHBIM TeYEHUEM paccessHHOro ckneposa, PHO a7 — ¢
KJIMHUYECKM 60/1ee MATKMM NPoABJIEHUMEM 3a60/1eBaHUA.



Pe3ynbTaTbl HECKOJIbKMX MCCIE0BAHUM FTOBOPAT O BO3MOXKHOM CBSA3MU
MHOIMX BMPYCOB (Hanpumep, BUpyca KOpH, repneca v rpynna) c
pacCeAHHbIM CK/1IEPO30M, OAHAKO AOKA3aTeNbCTB 3TOr0 Ha
CeroAHAWHNN AEHb HeT.

OpHako PoHanbg MapTtuH 13 HaumoHanbHoro MHCTUTYTA

3aoposbsa (betecaa, CLLUA) v ero Konnermn ncxoamnm m3
NpeAnoJIOXKEHMSA, YTO NPUYMHOM PaCcCEAHHOIO CK/IEPO3a MOTYT BbITb
BMPYCbl, 6E/KMU KOTOPbIX B YEM-TO CXOAHbI C 6€N1KOBbIMM
KOMMNOHEHTAMM MUENIMHA (BELLLECTBA, M3 KOTOPOIro cAe/laHbl 060/104KM
aKCOHOB) WM APYrMMU 6esIKaMU HEMPOHOB. NPOHUKHOBEHME TaKMX
BMPYCOB B OpraHu3m MOrsio 6bl CTUMY/IMPOBaTb pa3MHOXKeHHMe T-
JIMM®POUMTOB, «HaLLENEHHbIX» Ha 3TU BMPYCbl, a 3a0AHO U Ha
HEMPOHbI. Bbln BblAeNEHbI NATb KJIOHOB, C HaMB0/IbLLEN
BEPOATHOCTbIO HECYLME OTBETCTBEHHOCTb 3a Pa3BUTME 3a60/1EBAHMUA.
Tenepb HY)XHO OblJ10 YCTAHOBMUTb, KAKOBa M36MPaTE/IbHOCTb 3TUX
KJIOHOB: Ha KakMe aHTMreHbl ((DparMeHTbl 6ENKOBbIX MOJIEKY/T) OHM
pearmpyloT, U COOTBETCTBEHHO, KakMe MHEKLMOHHbIE are€HTbl MOTYT
BbI3blBaTb MX Pa3MHOXKEHMUE.



BblIACHMNOCH, YTO 3TMM CBOMCTBOM B TOM M/IM MHOU MEPE MOMKET
06/1aZlaTb HECKO/IbKO AECATKOB 6aKTEPMM U BUPYCOB, HO B
HanboblUEN CTEMNEHM — [Ba BUPYCA, paHee CYMTABLUMECH COBEPLLUEHHO
6e3spegHbiMu: TTV (Torque Teno virus) u TLMV (TTV-like mini virus).
O6a BMpyca Ype3Bbl4alHO LLUMPOKO pPacnpoOCTPaHEHbI B YE€/IOBEYECKOM
nonysaauumM 1 MoryT npoHmMkaTb B Mo3r. ZIHK Bupyca TTV npucyTtcTeyet
B CMMHHOMO3rOBOM MAKOCTU Y MHOIMX GO/IbHbIX pacCeAHHbIM
CKNEepo30oM. Y 60/1bHOro, YbM T-IMMDOLMTLI NOCYKMIM OCHOBOM ANS
nccnenoBaHusa, Bupyc TTV obHapyXMBasica B Naa3Me KpoBM BO BpeMA
060CTpeHMIM 3a60N1EBAHNSA M HE 0OBHApPYKMBAJICA BO BPEMS PEMUCCHMU
(OoTCyTCTBME BMpYyCa B MJja3me roBOpUT He 06 UCLeNeHnn, a MLLb O
MOHUKEHHOM aKTUBHOCTM BMpYCa, KOTOPbIM MOXKET NPU 3TOM
COXPAHATbLCA BHYTPU KJIETOK X03AMHA).

B pe3ynbTraTte 6bi1 caenaH BbiBOA 4TO: B HOpMe NpOHUMKHOBEHME B
opraHusm 6e3spegHbix BupycoB TTV 1 TLMV He Bbi3blBaeT 3aMETHOIo
MMMYHHOI0 OTBETa, O4HAKO MHOIOKpaTHOE UJIM O4YEHb CHUJIbHOE
3apaXkeHue, BUAMMO, MOXKET NPUBOAMTb K Pa3MHOXEHMIO
cneunudrIeCcKmMx KNOHOB T-IMM@OUUTOB, «HaLE/IeHHbIX» Ha 6oraTble
aprMHUMHOM (PparMeHTbl 6eNKOB 3TUX BUPYCOB. [10 HECHaCTHOMY
CTE€YEHMI0 06CTOATE/IbCTB TOYHO TaKME e (dparMeHTbl MPUCYTCTBYIOT B
HEKOTOPbIX 6eNKaxX LieHTpa/lbHOM HEPBHOM CUCTEMbI, YTO M MPUBOAMT K
PasBUTUIO ayTOMMMYHHOIo 3abos1eBaHUA.



B nocnegHee BpeMs noABASETCS BCe 60/blle AaHHbIX,
CBUAETENIbCTBYHOLLMX O B3aMMOJENCTBMM MEXKAY FOPMOHAMM (B
4aCTHOCTM, MOJIOBbIMM FTOPMOHAMM) U UMMYHHOM CUCTEMOM.
Hanpumep, ABa BaxKHEMLLMX KEHCKMX MOJIOBbIX FOPMOHa,
3CTPOreH M NPorecTepoH, MOryT NoJaB/AsTb HEKOTOPblE pYHKLMMU
MMMYHUTETA.

[ 1aBHbIM MYXXCKOM FOPMOH - TECTOCTEPOH TaKXe MOXKeT
BbICTYMaTb B Ka4€CTBE NoAaBMTENS MMMYHHOIro oTBeTa. lpu
6epeMeHHOCTM YPOBHM ICTPOreHa M NPorecTepoHa 3Ha4YUTE/IbHO
MNOBbILLAKTCA - BO3MOXHO, UMEHHO 3TUM O00BACHAETCA TOT aKT,
YTO pacCcesiHHbIKM CKNEePO3 Y 6epEMEHHbIX }KEHLMH 06bIYHO
NMPOTEKAET B MEHEE AaKTMBHOM (popme. bosiee BbICOKMM YPOBEHD
TECTOCTEPOHA Y MYKYMH MOXKET 6bITb OHOM M3 MPUYMH TOrO, YTO
3a60/1€BaEMOCTb pacCesHHbIM CK/1IEPO30M Y KEHLIUH B 2-3 pasa
BbILLE, YEM Y MYKYMH.












CINNACUBO 3A
BHUMAHUE




