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BBEJAEHHUE

PaccessHHbIli  CcKiepo3  SABNSETCS  MYyJbTU(AKTOPHBIM  MPOTPECCUPYIOIIUM
3a00JIeBaHNEM HEPBHOM CHCTEMBI, TOPAXKAIOIINM JIUI] MOJIOJOTO BO3pacTa U JETeH,
B IIATOTEHE3€¢ pPa3BUTUS  KOTOPOTO  paccMaTpUBAIOTCS  ayTOMMMYHHBIE,
TeHeTUYeCKHUe, TOpPMOHAIbHBIE, a Takke uHPekunoHHsle Qaktopel. He
UCKJII0YaeTCs POJIb MHPEKIUU HE TOJBKO KaK BOZMOXKHOI'O TpUrrepa 00Jie3HH, HO U
Kak (akTopa, MOJJEPKUBAIOIIEIO €€ TEeUeHHE B pEe3ylbTaTe XPOHUYECKOM
NEPCUCTEHIIUHN U pEaKkTUBallMu Bo3Oyauteneil. M3BecTHO, YTO BCero B MHUPE
3aperucTpupoBaHo Oosee 2,5 MIH OOJIBHBIX PACCESHHBIM CKJIEPO30M U €XKETOJIHO
nuarHoctupyercss okoio 5000 HOBBIX CilydaeB, Cpeau KOTOPBIX IOYTH KaKIbIU

JNECATBIN CITydall IPUXOIUTCS HA IETCKANA BO3PACT.

3a0071€Ba€MOCTh PACCESIHHBIM CKIIEPO30M YBEJIMYUBAETCS B cpeaHeM ¢ 2,0-2,2 1o
3,4 ctyyaes Ha 100 000 Hacenenus B rof; B HEKOTOpbIX cTpaHax CeBepHoil EBporib
- 10 5-8 HOBBIX ciydaeB. [Ipu 3ToM pocT 3a00J1€BAEMOCTH OTMEUAETCS HE TOJIBKO B
TPaJULMOHHBIX JUIS PACCESIHHOIO CKJEpo3a 00JacTiX M 3THOCAaX, HO U B 30HAaX,

paHee CBOOOJHBIX OT HETO.

[To manueiMm BO3, cpenu HEBpoOJOTUYECKHX 3a00JIEBAHMM PACCESTHHBIM CKIIEPO3

ABJISICTCS. OCHOBHOM MPUYMHOW CTOMKOW MHBAJIMAN3AIMH JIMI] MOJIOJIOTO BO3pacTa.

Uepes 10 et ot Hauana 3a6oseanus 30-37 % GOIBbHBIX CTIOCOOHBI IEPEIBUTATHCS
TOJIBKO C TMOCTOpOoHHEH mnomoiblo, 50 % OOJIBHBIX HMEIT TPYIHOCTU B
BBITIOJTHEHUU TPOPECCUOHANIbHBIX O0si3aHHOCTEH, Oonee 80 % OOJNBHBIX
BBIHYKJIEHBI CMEHUTh paboTy. Uepes 15 ner Tompko 50 % OONBHBIX COXPAHSIOT
CIIOCOOHOCTh paboTaTh, O0OCHyX)HBaTh ce01 U CBOOOJHO TEepeABUTraThbCs 03

TMOCTOPOHHEW TTOMOIILIH.

CMepTHOCTB OT PACCETHHOTO CKJIEpO3a B cpeiHeM cocTapisieT 2 ciydas Ha 100 000
Hacesienus B roql. B 50 % ciydyaeB nmpuyMHON CMEpPTU MPU PACCEIHHOM CKIIEPO3€
SBJISIIOTCSL TaKUE OCJIOKHEHMS, KaK MHEBMOHMM W MH(PEKIUH MOUYEBBIBOJISIINX
nyTei (ypocerncuc); CpelHuil Bo3pacT ymepiux OoibHBIX coctasiser 51,0 ron.
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Cpenu OONBHBIX PACCESHHBIM CKIEPO30M 3HAUMUTEIBHO BhImE (B 4 - 7,5 paza)
CYHLIMJIAJIbHAs CMEPTHOCTB IO CPaBHEHUIO ¢ o0uIeit nonysuueid. CpetHuid Bo3pact
yMepUIMX OOJIBHBIX B IpymHie C CyMIUAAIBHON CMEPTHOCTBIO COCTaBIsIET 44 roaa.
BelkuBaeMocTh OOJBHBIX PACCESTHHBIM CKJIEPO30M dYepe3 25 JeT OT Hadajia

3a0051eBaHuUs COCTABISIET 75 % BCEX CIIy4aeB.

PaccestHHBII CKJIEpO3 SIBIISICTCS XPOHHYECKUM POTPECCUPYIOITIM
JIEMUEITMHU3UPYIONINM 3200JICBaHUEM [IEHTPATBHON HEPBHOW CUCTEMBI, HMEIOIIAM
B OOJIBIIMHCTBE CIy4aeB BOJHOOOpA3HOE TEUCHHE C YepeJOBAaHHEM OOOCTPEHUI U
peMHCCUIl Ha paHHHUX CTaAWsAX 3a00JICBaHUS, PEKE — HW3HAYAIBHO HEYKIOHHO

MMpOrpeCCUPYIOIICC TCUCHUC.

PaccesHHbIll  CcKepo3 sBIsSeTCS MyJIbTH(aAKTOpHAIbLHBIM 3a00JIeBaHUEM, B
WHUIIMUPOBAHUHU M PA3BUTHUH KOTOPOTO BAXKHYIO POJIb UTPAIOT BUPYCHAS MH(EKITUS,
HACJICJICTBEHHAsI MPEIPACIIONOKEHHOCTh, @ TaKXKe BHEUIHUE (akTopbl. B To ke
BpEeMsI BOIIPOCHI 3THOJIOTMU PACCESHHOTO CKJIEpo3a JO0 HACTOSIIET0 BPEMEHHU

OCTAar0TCsA HCBBIXICHCHHBIMM.

B mons3y BUPYCHOH 3THOJOTMH CBHIETEIBCTBYIOT ONMCAHHBIE SMUIAEMUYECKHE
BCIIBIIIIKK PACCESHHOTO CKJIEp03a, CBA3b JAe00Ta MM 00OCTpEeHHS 3a00JIEBaHUS C
NepeHeCeHHOM BUPYCHOM HH(EKIIUEN, CO3/TaHNEe PA3IMYHBIX BUPYC-UHIYIIHPYEMBIX
Mojeen AKCIIEPUMEHTAIILHOTO JJIEPTUYECKOTO 3HIIePaTIOMHUENNTA,

u7eHTU(UKAINS BUPYCOB U IPOTUBOBUPYCHBIX aHTUTEN Y OOJIbHBIX.

B 1monp3y reHeTM4ecKOM MNpenpacroioKeHHOCTH IIPU PACCESHHOM CKIIEPO3€
CBUICTEIHCTBYIOT B MIEPBYIO OYEPEb CEMEIHBIE ClTydan, KOTOPbIE COCTABISIOT 2-5
%, IpY ATOM >KCHIIIMHBI O0JICIOT B 5-6 pa3 yaire, 4eM MY>KUYUHBI; HAanOOJIBIIINN PUCK
3a00JIeBaHUsI UMEIOT POJICTBEHHUKH TEPBOM JIMHUU POJCTBA, B MIEPBYIO OYepeb,

OpaThs U CECTPHI.

[To maHHBIM CTaTUCTUYECKHUX MCCICIOBAHMM, €CITM PUCK 3a00JI€BaHUS PACCETHHBIM
CKJIEPO30M JIJIs TIOMYJISIITUY B 11e510M cocTaBisieT MeHee 0,2 %, To B ceMbsiX O0TBHBIX

PUCK pa3BUTH 3a00JIeBaHMs IJIs1 TPEX MOKOJIeHn cocTaisieT 20 %.
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HccnenoBanmst cpeau ONHM3HENIOB TMOKa3ajdd, YTO PHUCK KOHKOPJIAHTHOCTH TIO
paccessHHOMY CKJIEPO3y Y MOHO3UTOTHBIX OJM3HEIOB 3HAYUTENHHO BhIMIE (25-40
%), ueM y rerepo3urotHeix (3,3-4,7 %). YV mnociegHUX OH MNPAKTHUYECKU HE

OTIIMYAETCs OT APYrUX OpaTheB U CecTep.

PaccestHHBIN CKIIEpO3 MPU3HAH CaMbIM "3araloqyHbIM" 3a00JIEBaHHEM B HEBPOJIOTUHU
BBUJIy CBOEH W3MEHYHMBOCTH, HECTaOWIBHOCTH W Hempenackazyemoct. Jo
HACTOSIIIIETO BpPEMEHHM TOYHO HE YCTAHOBJIEHA ero srtuosiorus. HecMmoTps Ha
MPUMEHEHHUE CaMbIX TEXHUYECKH COBEPILICHHBIX METOJIOB IMArHOCTUKH, TAKUX KaK
MarHUTHO-PE30HAaHCHas ToMOorpadus U CIEKTPOCKOIUSI, BbI3BAHHbBIC MOTECHIINAIBI
TOJIOBHOTO MO3Tra, MO3UTPOHHO-OIMUCCUOHHAS ToMorpadusi, TEHETHYEeCKHUE U
MMMYHOJIOTUUECKHUE UCCIEOBaHUs, JO CHUX TIOp €IIe HE BBISBICHBI
MaTOTHOMOHUYHbBIE TPHU3HAKK 3a00JeBaHus, Mo3BoJjstomue co 100-mporeHTHON
YBEPEHHOCTHIO PACIIO3HATH PACCESHHBIN CKiepo3. [lo-npexxHemy He pa3padoTaHbl
MPOCThIE U JOCTYMHBIE METOJbl KOJIMYECTBEHHOW OIEHKH CTENEHW aKTUBHOCTHU
3a00jieBaHUsl, Ha OCHOBAaHUU KOTOPBIX JIOJDKHA BbIPAOATHIBATHCS CTpATETHs
Tepanuu. HecMoTps Ha OsIBJIEHUE B TTOCJICAHUE IOl HOBBIX JJAHHBIX O TATOTCHE3E
pPAcCessHHOTO CKJIEpO3a, B 3TOM BOIPOCE TaKK€ OTCYTCTBYET IMOJHAs SICHOCTb. B
CBS3M C JTHM, B JICUCHUM PACCESHHOTO CKJIEpO3a, XOTA W HaOII0JaloTcs 3a
nocieanue 10 neT CylecTBEHHbIC MO3UTHMBHBIE CIBUTH, TaK W HE MPOU3OILIO
HACTOSIIET0 KaYeCTBEHHOTO CKAadKa, KOTOPBINA OBl MO3BOJUJ CUUTATH MPOOJIEMY

ATOTO 3a00JIEBAHUS PEIICHHOM.

OITPEJAEJIEHUA U SJITUIEMHNOJOI'UA

Paccesnnviii cknepos (PC) — xpoHnUECKOE MPOrpecCUpyOIIee HHBATUIUZUPYIOIIEE

3a00IeBaHUE HEPBHON CHCTEMBI, XapaKTEepU3YIOIIeecs IUCCEMUHUPOBAHHBIMU



oyaraMM BOCHAJCHHsI U JEMHEIMHU3aUUd C (OPMUPOBAHHUEM BTOPHYHOM

nuddy3HON nereHepalum.

B mupe 3apeructpupoBano 3 miH. ciay4aeB, B EBpone — 350 Toic., B CIIIA — 450
ThIC., B Poccum — 150 Teic. [Ipn n3ydeHnn 3nuaeMHOI0TN PACcCESHHOTO CKIIEp03a
B MockBe ObLJIO YCTaHOBIIEHO, YTO AeOIOT 3a0ojeBaHus A0 16 jeT orMmedancs y
5,66% manueHToB. CambpIM paHHUM BO3pacToOM Je0I0Ta JOCTOBEPHOTO,
natomopdonorudecku mnoarBepxkaeHHoro PC npunsto cuurtath 10 mec. —
KIuHU4eckuit ciydaid, onucanubii C.Shaw u E.Alvord B 1987r. B EBpome na
neauaTpUYECKU pacCesHHBINA CKIIEPO3 MPUXOAUTCH 10 5% Bcex citydyaeB OOJIE3HHU.
Bo Bcex nomyssiiusix sxeHmuHb1 0oseroT PC B 1,5-2 pasa vaine, yueM myx4uHsl. [Ipu
3TOM y JeTell B Bo3pacTHoM rpymnme a0 10 smer yactora BOo3HMKHOBeHHs PC
MIPUMEPHO OJIMHAKOBA KaK y IEBOYEK, TAK U Y MAJIbUYUKOB, U JIUIb B TOJPOCTKOBOM
BO3pACT€ OHA 3HAYMTEIIBHO BO3pAaCTA€T B IKEHCKOW mnomyisinuu. JlaHHas
3aKOHOMEPHOCTB ITOCITYKHJIa OJHOM U3 NPUYHH, pasaeneHus nequarpudeckoro PC
Ha JIBe Bo3pacTHble KaTteropun: "nerckuiti” PC ¢ ne6roTom 3aboneBanus a0 10 et
(mo Hayana myOGepTaTHOro nepuoza) u “roBeHwIbHbIN PC ¢ 1e6r0ToM 3a001€BaHMs
ot 10 go 15 ner. OtnaneHHbI MPOTHO3 MpOrpeccupoBaHus 3ab0aeBaHus, Oosee
OyraronpusiTeH B rpyIrme 00JbHBIX ¢ “merckuM’” PC, B TO BpeMsl Kak IMaIlUEHTHI ¢
“roBeHmIIbHBIM” PC, He3aBHCHMMO OT Moja, MMEIOT Oosiee ‘‘3710KavyeCTBEHHOE
teueHue PC ¢ yacTeiMu 0OOCTpeHUSAMH U OBICTPHIM (POPMUPOBAHUEM CTONKOTO
HeBpoJsiornueckoro nedunurta. Pacnpoctpanennocts PC 3HaUMTENBHO 3aBUCUT OT
reorpauyecKux 30H: OHA HauOoJee HU3Ka B 30HE 3KBATOPA U YBEIMYMBAETCS I10
Mepe yaaienuss oT Hero. Camasi Bbicokas 3aboneBaeMocTh PC oTmeuaercs B
CeBepnoit EBporne, cpennent yactu CeBepHOM AMEpPUKM U Ha rore ABCTpajuu.
boneroT npenMyIecCTBEHHO JIMIa €BPOIEOUTHON PaChl, PeKe — BBIXOLBI U3 A31H,

Adpuku.
ITUOJIOI'UA U TATOT'EHE3

Hecmotrpss Ha Oo0jbIIOE YHCIO UCCIACAOBAHWUM, TOCBSIIEHHBIX H3YyUYCHUIO

9THOIIATOICHE3a PACCCAHHOI'O CKIICPO3a, IMPHUYHHBI CIro pPa3sBUTHA OKOHYATCIILHO
6



HesicHbl. Hawmbosnee 00OCHOBAaHHOW CUWTACTCS . MYabMUGAKMOPHASL TEOpUs,
MO/Ipa3yMeBaroIasi COYeTaHNe TeHETUICCKON MPEIPacoIOKEHHOCTH U BHEIITHUX
dakTopoB (BkJItOUast H(GEKIIMOHHbIE areHThl). HekoTopble OCHOBHBIE MOJOKEHUS
O POJU HACIEACTBEHHBIX (HaKTOPOB IMOATBEPIKIAIOTCS TaHHBIMU MHOTOJICTHUX
UCCJEOBAHUM O TeHEeTUYecKoM mpeapacnoioxkeHHocty k PC, xotopas
OTpeJieNsieTCs HAOOPOM I'€HOB, KaK CBSI3aHHBIX, TaK U HE CBSI3aHHBIX C UMMYHHBIM
OTBETOM (B 3aBUCUMOCTH OT 3THHYeCKoro cBoeoOpasusa). PC sBusercs
MYJIbTUT€HHBIM 3a00JIECBAHUEM C BOBJICUCHHUEM JIOKYCOB, HMEIONIMX pa3HOE
3HAUCHWE B Pa3IMYHBIX JITHHYCCKHX Tpynmnax. [ eHermueckwe (HaKTOpbl MOTYT
o0yCJIOBTMBaTh CBOeOOpasue kKauHW4Yeckux ¢opMm PC; mpu 3TOM BO3MOXKHO
OJIHOBPEMEHHOE TMPHUCYTCTBUE PA3JIMYHBIX TE€HOB, BIIUSIOIIMX HAa OCOOECHHOCTH
MAaTOT€HE3a, TEYCHHS M MPOTHO3 Ipolecca IEMHUEITWHU3AUU. EIMHCTBEHHBIN
YHUBEPCAIbHBINA JIOKYC, C1a00 CBSI3aHHBIN C MOBBIIIEHHBIM PUCKOM pa3BuTus PC,
ObLT KapTUPOBaH Ha 6-i xpomocoMme B oosmactu Human Leukocytes Antigens (HLA)
kiacca Il rmaBHOTO KOMITIIEKCa THCTOCOBMECTHMOCTH, T.€. TIOATBEPAMIACH XOPOIIIO
U3BECTHasi paHee, ciabas, Ho Haubonee ycrohuuBas accoumanus PC ¢
onpeneneHHbiM rariotunoM HLA, kak npasuno, DR2. Haubonee 3Haunmoil sta
accolmanus okazajach mpu obcremoBaHuu ciaydaeB PC ¢ paHHUM Haudaaom

3a00sieBaHus, TO €CTh B BO3pacTte 70 16 JerT.

[IposiBlieHHsI T€HETHYECKOM NpeapacrnoioxeHHocTH K PC Hepelnko cBsi3aHbl C
BHeIIHUMHU (akTopamu. Cpenr BHEIIHUX (AKTOPOB MMEET 3HAYEHUE YacToTa
NEPEHECEHHBIX PEOCHKOM HMH(EKIHHA, MCUXO03MOLUMOHANBHBIA CTpPECcC, HAIUYUE
KOHTaKTOB ¢ Tokcuueckumu BemecTBamMu (CO, MBIIIBIK, CBUHEI, [TUHK, MapraHel]
U JIp.), 0COOCHHOCTU MUTAHUS (M30BITOYHOE KOJIMYECTBO O€JIKa U KUPOB )KUBOTHOTO
MIPOUCXOXKICHNUS ) I ATMMEHTAPHBIN e(UIUT TI0 psiiy BUTAaMUHOB (BuTamuH D, B12
u T.71.). HakamiuBaercs Bce Ooiibliie JOKa3aTENbCTB POJIM HEAOCTATOYHOCTH
ButamuHa D B pazeutun PC. Butamun D — MOUIHBIN perynsTopHbld (akTop,
CIIOCOOHBIN MOJIABIIATh MMMYHOIIATOJIOTHYECKUE PEAKIIMK OPTaHu3Ma (4pe3MEpPHYIO

aKTUBHOCTbH T1-XeJnmepoB, MOBPEKAAIONIUX MHUEIUHOBYIO 000JIOUKY HEPBOB), OH



SIBJIIETCSI TIPSIMBIM M KOCBEHHBIM PETYJSTOPOM AU(PHEPEHITMPOBKH M aKTHUBAIIUU
CD4+ T-knerok. Beicokuil ypoBeHb COJep>KaHMsl BUTaMHHA D B KPOBH CHUXKAET
puck PC (y Uil eBporeouHON pachl); MOBBIIIEHUE YPOBHS 25TUIPOKCUBUTAMUHA
D na xaxzapsie 50 HMOJIB/II YMEHbIIAET PUCK 3abosieBanmsi mpuMmepHo Ha 40%).
Hekoropsie nH(eKnoHHbIe (AKTOPBI MOTYT SIBISATHCS «TpUrrepamm» PC: BUpychbl
(kopHu, peTpOBHUPYCHI, DNIITEHHa-bapp, Ipyrue reprnecBUpychl, MapaMUKCOBUPYCHI
U T.J.), MUKOTUTIa3Mbl, CTAQUIOKOKKH, CTPENTOKOKKH, OJIeJTHAsI CIIUPOXETa, TPUOKH

U JPYTUe MaTOrEHBI.

ITatorene3 PC CKIaAbIBacTCA U3 Tpex OCHOBHBIX NMATOJOTHYECKHX IPOLECCOB.

BOCHIAJICHUEC, ICMHUCINHU3alluAa U HeﬁponereHepaHHﬂ.

Pa3BuTHio BOCANMTENBbHON peaklMK B LieHTpaibHOW HepBHOU cucteme [IHC npu
PC npenmectByeT akTuBanus aHepruyHbix T-knetok Ha nepugepuu Bae LIHC c
MOCHEAYIOIIMM INPOHUKHOBEHHEM ayTOpPEaKTUBHBIX T-kinetok uyepe3 [0Ob
IIOCPEACTBOM YBEJIMUYEHMS HKCIPECCUU MOJIEKYH aare3uu. [IpoHukIme B HEPBHYIO
CUCTEMY aKTUBHpPOBaHHbIE T-KJIETKH, BTOPUYHO AKTUBUPOBAHHBIE Makpodaru u
KJIETKM MUKPOIJIMUA BBIIEISAIOT MPOBOCHAIUTENbHBIE IUTOKUHBI: HMHTEPHEPOH-
raMma, JUMQOTOKCUH, (PaKTOp HEKpO3a OMyXOJeil-o,, YTO BEAET K pPa3BUTHUIO
OTpaHMYEHHOM BOCHAIUTENbHON peakuuu. Ha 3ToM QoHe HaumHaeT OBICTPO
MEHATBCA MHUKPOOKPYKEHHE TOJOBHOI'O MO3ra 3a CYET PE3KOro BO3pacTaHUs
COJIEp)KaHUsl MEIMAaTOPOB BOCHAJICHHs, HW3MEHsIETCS MNpoHHIaemMocts 1Ob, B
pe3yabpTaTe OTKPBIBAETCS NOCTYIl BTOPUYHOTO MOTOKA MOHOLIMTOB U IPYTHUX KIIETOK
BocnajeHuss B I[THC. IlomMmumo akTuBamuu KJIETOYHOTO 3BEHa, B maroreHe3 PC
BOBJICKAETCI M TyMOPaJIbHOE 3BEHO HMMMYHHUTETA, IIOBBIIIAECTCS AKTHBHOCTH
CUCTEMBl KOMIUIEMEHTAa. B pe3yinbrate Kackaga HWMMYHOJIOTMYECKHX U
OMOXMMHMYECKUX  HApYyIIEHUH  pa3BUBACTCS  IMOBPEXKJIEHUE  MHEIMHA |

OJIUIroACHAPOLIUTOB.

Raine C.S., Bonetti B., Cannella B. (1998) 6but0 moka3aHO, YTO KJIHOYEBBIM

(dakTopom naroreHesa noppexjaenuii npu PC sBisieTcs rudenb HEHPOHOB, KOTOPAst



peanu3yetrcss kak mnporpammupoBaHHas TuOens kietku (III'K) (amomTo3) u

MaToJIOrMYecKas KJIeTouHas CMepTh (HEKPO3).

OcHOBHBIE MAaTOMOP(OJIOTHUECKIE WM3MECHECHHUS (BOCIAIUTEIbHBIC — OJISIITKN)
pa3BUBAlOTCS B OEJIOM BEIIECTBE M XapaKTEPU3YIOTCA PaclagoM MHUEITMHOBBIX
000JI0YEK TTPOBOJHUKOBBIX CUCTEM B PA3IMYHbBIX OTAEJIaX TOJIOBHOIO U CIHMHHOTO
Mo3ra. Hanbosee yacTo oHM JIOKATU3YIOTCS B O0KOBBIX U 33 THUX CTOJI0AX CITMHHOTO
MO3ra, B 00JIaCTH MOCTa, MO3KEUKE U 3pUTENIbHBIX HepBax. [lopaxarorcs, riiaBHbIM
o0pa3oM, D5BOJIIOIMOHHO MOJIOJBIE HEPBHBIC CTPYKTYPhl — THPAMHIHbBIE
MPOBOJAHUKM, 3aJlHUE CTOJIOBI CIIMHHOTO MO3ra, HEMEPEKpPEIICHHbIE BOJIOKHA
3pUTENbHOrO HEpBa. [IpoBeAeHHBIE B MOCIEIHUE TOAbl UCCIEIOBAHMS J10KA3alIH,
YTO maToyiornuyeckue n3MeHeHus npu PC Takke MMEIOT MECTO B CEpOM BEILIECTBE
KOPBI TOJIOBHOTO MO3ra, MOJAKOPKOBBIX 00pa30BaHUIX U NIepueprUuecKoil HEPBHOMN

CHCTEMC.

OIHOBPEMEHHO € MPOIECCOM JEMUEIIMHU3ALMH UACT U IIPOLIECC PeMHUCIMHU3AINH,
YTO OCOOCHHO 3aMETHO Ha Kpasx akKTUBHOM Omnsmku. PemuenuHuzanus
00yCJIOBTMBAET HATMYNE KIMHNYECKUX peMHUCCHI 3a00sieBanus. OqHaKo, HECMOTPSI
Ha TOSBJICHUE TIpoIecca PEMHUEIMHU3AIUN YKE Ha PaHHHUX CTAIHMSIX 00Opa3oBaHUs
OJIAIIKK, BOCCTAHOBIICHUE MHEIMHOBOH OOOJOYKH TPOUCXOJUT HEIOCTATOYHO
addextrBHO. Uem mmuTenbHEe TedeHUE 3a00JIeBaHUS, TEM MEHEe BBIpaKEH
poIIece pPEeMHECITMHU3AIINH, 4TO 00yCIIOBIMBACT  MPOTrPECCUPOBAHUE

HEBPOJIOTHYECKOTO JeuIinTa.

[ToMuMO pa3BUTHSI BOCTIATIUTENIBHBIX PEAKIIMH, JEMUETUHU3ZUPYIOIIETO MPOIECCa U
[NIMAJIBHBIX HAPYIICHUH B TIOCJIETHUE oIkl 00JIbIlIoe BHUMaHue Tipu PC yaenstor u
BOBJICYEHUIO B MPOLIECC aKCOHOB. VIMEHHO aKCOHAIBHOE IMOBPEKIECHUE CUUTAIOT
OTBETCTBEHHBIM 3a pPa3BUTHE HEOOPATUMOIO HEBPOJOTHYECKOTO AeduiuTa u
TpaHChHOPMAIIIIO PEMUTTUPYIOIIETO TEUEHUS C JAOMIBHOCTHIO CHUMIITOMOB B BHJIC
YepeloBaHUsa IEPUOJIOB  YXYIIICHUS MW  MOCHEAYIOIIEr0  BOCCTAHOBJICHHUS
HapyIIeHHBIX (QYHKIUHA BO BTOPUYHO-IIPOTPECCUPYIOIIEE C HEYKIOHHBIM

HapaCTaHNEM TEMIIOB HHBAJIWAU3AlUN ITAIITUCHTOB.
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MNpexaraneHo MNepuHaraneHo Hetcrso MoapocTkoBLIv BO3pacT Bapocneiit sBoapacr

PucyHok 1. Y4acTue Hac/ieJCTBEHHbIX U BHELUHUX (PaKTOpPOB B BOZHUKHOBEHUW U Aa/lbHelleM pa3Butun PC
KIIACCUPUKALIUA
Knunanueckue Gpopmel PC BBIAENSIOT HA OCHOBE THIIA TEYEHUS 3a00JIC€BaHUS:
* pemutTupytomuit PC (PPC);
« propuuHo-Tiporpeccupytomuii PC (BITPC);
* nepsuyHoO-niporpeccupyroniuit PC (IIITPC);
* nepeuyHO-niporpeccupyromuii PC ¢ oboctpenusimu (IITITPCO).

OCHOBHBIMH TIOKa3aTeNIIMU T€UCHUs 3a00JIeBaHUS SIBJISIIOTCS HAJW4YUe M 4acToTa
KJIIMHAYECKHU OTNPEIeTIIEMbIX 000CTPEHUN M TEMITbl HapacTaHUs HEBPOJOTUUECKON

CHUMIITOMATHUKH.

Ob6ocTpenue PC (3x3amepOamusi) — 5TO MOSIBJICHUE HOBOW HEBPOJIOTMYECKOU
CUMIITOMATHKH, BBISBISIEMON TPU KIMHHUYECKOM OOCIeAOBaHWU (MM yCHIICHHUE
MMEBILIMXCSl paHee CUMITOMOB), Mpojoinkatouieecss Oosnee 24 yacos. MHTepBanbl
MEXIy 000CTpEHUSIMH COCTaBIIAIOT HE MeHee 3 MecsieB. O6octpenust PC cnenyer

OTIIMYaTh OT «ICEBAOOOCTPEHUN», MPU KOTOPBIX OTMEYAETCS MOSIBJICHUE HOBOMU
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KJIMHUYECKOW CUMIITOMATUKH WU YCYTYOJIEHUE YK€ UMEIOIIEHCS, KOTOPOE MOKET
pa3BUTHCA HA (OHE COIMYTCTBYIOLIETO COMATHUECKOTO 3a00JIeBaHMS, HApUMED,
IpU TMOBBIIICHUU TEMIEPATyphl Telda U MPOXOAUT C HOpMalU3alMeil oO0Iero

COCTOSIHMSI.
Pemuccus PC — 310 0TCYyTCTBHE HOBOW HEBPOJIOITMYECKON CUMITOMATHUKH.
KIIMHNYECKASA KAPTUHA

Knaccuueckum cumtaercs BOJHOOOpa3HOE TeueHHE 3a00JeBaHHs C TMEPUOJAMU
YXYALICHUS U YIYUYILIEHUS! COCTOSIHUSA, TO €CTh PEMUTTUPYIOIMK Tl TeueHus: PC,
IPOTEKAIOMUH € OOOCTPEHUSMH UM PEMUCCUSMHU, TMOJHBIM WJIH HENOJHBIM
BOCCTAHOBJICHMEM (PYHKIUMH B MEPUOABI MEXAY OOOCTPEHHSIMU M OTCYTCTBHUEM
HapacTaHusl CHUMIOTOMOB B Iepuonabl pemuccuil. KimHuueckue pemuccun He
MIPUBOJAT K 3aTYXaHUIO IATOJIOTUYECKOrO IPOLECCA, KOTOPBIM MPOJOJDKAECTCS U

IIPU OTCYTCTBUU KIIMHUYECKHUX ITPOSIBIICHUM.

Jnsa BIIPC xapakTepHO NHOCTENEHHOE HapacTaHWE CUMIITOMATHKHA C PEIKUMU
o0ocTpeHusiMu (WM 0€e3 HuX), ¢ mepuojgamu crabwmimsanuu. [Ipu sTom yacroTa
TpaHchopMali peMUTTUpYIomiero TeueHus: PC BoO BTOPUYHO-NIPOTrpECCUpYIOIIEe
YBEJIMYUBAETCS 10 MEpPEe MIIUTEIbHOCTU 3a0osieBanus, nocturas 24%, 47%, 59%,
74% mn 78% mnpu pnmurensHOCTH 3aboneBanus S5, 10, 15, 20 m 25 uner,
COOTBETCTBEHHO. [Ipeacka3atb  4yacTOTy OOOCTPEHHM WM  CKOPOCTb
MIPOTPECCUPOBAHMS TIPOIECCa CII0KHO, HO OOBIYHO 10 TpomecTBuu 15-20 et ot
Hayaja 3a00JieBaHUs y BCEX OOJIbHBIX OTMEUAETCs] MHBAJIUAHOCTh TOW WJIM WHOMU
crenieHu TsxecTH. [lockonbky 3¢ dekTuBHOCTS AocTynHOM Tepanuu npu BIIPC
HEBBICOKA, OJHOM W3 BaKHEHIIMX 3amad jgeueHus OonbHBIX ¢ PPC sBasgercs

npeaymnpexaenue Tpaachopmariu teuenus 3aboneBanus B BITPC.

[lepBuuno-nporpeccupytommii Tan PC ormeuaercs y 10-15% OGonpHBIX U
XapaKTEPHU3yeTCs] HEYKIIOHHO TIPOTPECCUPYIONTUM HapacTaHUEM HEBPOJIOTHYCCKUX
HapyIIEHU! C caMOTO Hauaja 3a00JeBaHus M Ha MPOTSHKEHUU HEe MeHee | roma. Y

25% mnamuentoB ¢ II[MPC kaxnapii rox pa3BuTus 3a00JIeBaHUSI TMPUBOJIUT K
11



yxyamenuto coctosiuus. Tedenue IIIIPC Oonee 3m0kauecTBEHHOE, YeM MIpU
pemutTupytomem PC. Panee nmporeMoHCcTprpoBaHo, 4To y Beex 0oisbHbIX ¢ [TTTPC
IPU JJIUTEIBHOCTH 3a00J1€BaHus B >25 JIET UMEIOTCSI CYIIECTBEHHbIE MPOOIEMBI B
CaMOOOCIYXKMBAaHHM, TOIJa Kak MpU BTOpUYHO-TIporpeccupyoomem PC 310
XapakTepHo He Oonee ueM 17151 50% 60abHBIX. Y AeTel 1 noapocTkoB ¢ PC 3ToT THI

TEUECHUS BCTPEUAETCS KpAHE PEIKO.

[TepBuuno-nporpeccupyromuid  PC ¢ 00OCTpeHUsIMH  XapakTepus3yeTcs
POTrpeECCUPYIOIIMM HapacTaHUEM HEBPOJOTHYECKOTO Ae(HIMTa C CaMOro Hayania
3a0oneBaHusi, Ha (OHE KOTOPOro HACTYMalT oOocTpeHus. [laHHBIM BapuaHT

BCTpeYaeTcs peako — B 3-5% ciryyaes.
JAUATHOCTHUKA

PexomeHnayercs oOpamaTh BHHMAaHME Ha HaJIU4he MOAOCTPOH, OOBIYHO
OJTHOCTOPOHHEH HETIOJIHOU roTepeu 3peHus, COITPOBOXKIAKOLIEUCS
0O0JIC3HEHHOCTBIO MTPH JIBUKEHUAX TJ1a3, ah(HepeHTHBIMU HAPYIICHUSIMHU 3PAYKOBBIX
PEAKINN ¥ Pa3BUTHEM LEHTPAIBHOM WJIA MapaleHTPAIbHONU CKOTOMBI. CHUXEHHE
OCTPOTHI 3pEHUsI Pa3BUBAETCS OOBIUHO B TeueHue 7-10 mHEH ¢ TMOCIeqyrONIUM
MOJIHBIM UJIM YaCTUYHBIM BOCCTaHOBJIEHUEM 3peHusi. Haubosee wacto y nereit PC
NeOITUPYET  ONTUYECKUM  HEBPUTOM, OOYCIIOBJIEHHBIM JeMHUEIHMHHU3AIEH
3pUTENBLHOTO HEpBa. VICTOUHMKOM MHEIMHA aKCOHOB TaHIVIMOHAPHBIX KJIIETOK
CETYaTKH, OOPa3yIOIUX 3PUTEIIbHBIA HEPB, SIBISIOTCS OJUTOACHAPOLMTHI, a HE
IIBAHHOBCKHE KJETKM (B OTJIMYME OT JPYTHUX UYEPENHBIX U MepudepudecKux
HEPBOB), YTO JI€JIAET MHUEJIUHOBYIO O00O0JIOUKY 3PUTEIBHBIX HEPBOB HJCHTHUYHOMU
muenuHy [{HC. Kak npaBuio, BocnianeHue J0KaaIu3yeTcsl Ha y4acTKE 3pUTEIbHOTO
HEpBa OT BBIXOJA €r0 U3 KOCTHOI'O KaHAJIA JI0 3PUTEIBHOrO NEPEKPECTA, MOITOMY

YaIe UCIOIb3YIOT TEPMUH «PETPOOYIbOAPHBIN HEBPHUT).

Bropoit Hambonee pacnpocTpaHEHHOW TPYNIOM  CHUMITOMOB  SIBIISTFOTCS
yyecmeumenvhvle  Hapyuwienus. Ha paHHux dTanax  3a0oyieBaHUS  OHU

KpPpaTKOBPCMCHHBI WU IIPOABJIAIOTCA, KaK IIPABUIO, IAPCCTCIUAMMN HIIN CHUKCHHUCM
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TaKTHJIBHOW M OOJICBOM YYBCTBUTEIHHOCTH, HAYMHASCh B KOHYHMKAX IAJIBIIEB C
NOCJIEAYIOIIMM  PACHpPOCTPAHEHUEM, HE BCErJa COOTBETCTBYS TOIMMYECKUM
00JacTsIM MPOBOJAHUKOBBIX HapymieHuil. [Ipu nanmpHeiieM MnporpeccupoBaHUM
3a00JIeBaHUsl PA3BUBAIOTCS HAPYIICHUS TJIYOOKOW YYBCTBUTEIBHOCTH B BUJIC
ACUMMETPUHM BUOPALIMOHHON YYBCTBUTEIIBHOCTH, 3HAYUTEIBHBIM HAPYIICHUEM
MBIIIEYHO-CYCTaBHOT'O YyBCTBa (IIPHU JIMTEIBHOCTH 3a00JeBaHus Oojee S5 JerT), a

TaK)Ke HapyIIeHUs! TEMIIEpAaTypPHON YyBCTBUTEIHLHOCTH U (peke) O0JIEBOI CHHIPOM.

HauOonee wacTeiMu Osucamenvuvivu paccmpoticmeamu 1upu PC  saBistoTCs
MBbIIIEYHas C1aboCTh, CIIACTHYHOCTh, a TAKXKE€ MO3XKEUYKOBas M CEHCHUTHBHAs
atakcusi. [loBbllIeHHE CYyXOXKMJIBHBIX M HAJKOCTHUYHBIX pe(IeKCOB, MOSBICHUE
NATOJIOTMYECKUX 3HAKOB (CUMITOM baOMHCKOIO MOSBIAETCS OJHUM U3 MEPBBIX). Y
YacTU MAIUEHTOB MEpBbIM cUMNTOMOM PC MOXET OBbITh OCTPBIA MONEPEUHBIN
MUENUT (TPAHCBEP3-MHEIUT) C Pa3BUTHEM HUKHETO CIIAaCTUYECKOrO Iaparapesa,
HapyLIEHUEM YyBCTBUTEIIBHOCTHU (COOTBETCTBEHHO YPOBHIO MOPAKEHHMS) U TA30BBIX
HapymeHuid. CUMIITOMBI BOBJIEYEHHSI MO3KE€UKA U €T0 CBSI3€H MOTYT IIPOSIBIISITHCS
B BHJE HapylleHUs MOXOAKA M paBHOBECHsS (BIUIOTh JI0 HEBO3MOXKHOCTH
CaMOCTOATENbHO XOJIUTh), CTATUYECKOW M JUHAMUYECKOM aTaKCUH, TUCMETPUH,
TMIIEPMETPUHN, ACUHEPTUMH, MHTEHIMOHHOTO JAPOKaHWS, HETOYHOTO BBIITOJIHEHHMS
KOOPANHATOPHBIX npoo, CKaHJAUPOBAHHOMN peun, Meranorpadum,

reHCPAIN30BAHHOI'O APOKAHHUSA 110 TUITY TAXKCIIOIO rMICpKUHE3A.

Hapyienust AB>KeHUM 11a3, TPUBOASIIIUE K JBOCHUIO, YACTO BCTPEUAIOTCS Y IETEMN
¢ PC, xak B ne6rore 3a00yieBaHus, TaK U NPU JaJIbHENIIIEM ero pa3Butuu. [Ipu sTtom
JUIIL  U3peAKa  OHM  OOYCJIOBJICHBI  JIEMHUEIMHU3AIMed  OTBOJAIIETO,
[J1a30ABUTATEILHOTO WM OJOKOBOTO HEPBOB. 3HAYMUTENIBHO 4Yallle NPUUYUHON
JIBOCHUSI CTAHOBUTCS MOPAXKEHHUE MEAUAIBHOTO MPOJOJBHOTO ITy4Ka B CTBOJIE

MO3Ta, YTO MPUBOJIUT K PA3BUTHIO MEXbBICPHON 0 TATEMOIIIIETUH.

[TaneHTsl CTpagaroT OT MMIIEPATUBHBIX IO3BIBOB B COYETAHUHU C TPYAHOCTBIO
OMOPOKHEHUSI MOYEBOrO Iy3bIps, YTO HA3BIBAECTCS JETPY30PHOCHUHKTEPHOMN

nuccuHepruen. bonee Toro, y 3HaUMTeNbHOM YacTH OOJIBHBIX Ja)Ke IMPU OTCYTCTBUU
13



*ano0 oOciieToBaHNE BBISBIISET HETIOIHOE OMOPOKHEHNE MOYEBOTO MMy3bIpsi. Eciun
OCTaTOYHBIA 00BEM MOUH MOCIIE OMOPOKHEHUSI MOUEBOTO My3bIps npeBbimaet 100

MIJI, BEJIMK PUCK BTOPHUYIHOI'O IIPUCOCINMHCHUA I/IHq)eKLII/II/I.

[ToMuMO CTOMKHX OYaroBbIX HEBPOJIOIMUECKUX CHUMIITOMOB y mnanueHtoB ¢ PC
BCTPEUAIOTCS TAKKE MapPOKCU3MAIIbHBIE PACCTPONUCTBA, JJIUTEIBHOCTHIO OOBIUHO HE
0osee 2 MUHYT, MOBTOPSIFOLIMECS B TEUEHUE JTHA 10 HECKOJIBKUX COTEH pa3. K HUM
OTHOCAT CHUMIITOM JlepMuTTa, JUIEBBIE MUOKMMHM, KPATKOBPEMEHHBIE 3IIH30/1bI
IU3apTPUM, AKUHE3WM, aTaKCUM, a TaKkKe OHIWIENTHYECKUE [MPUCTYIIbI
(0OycCOBIEHHBIE, BEPOSATHO, PACMOJIOKEHUEM OJISIIIEK BOJIW3U KOPBHI TOJIOBHOTO

MO3ra).
du3uKaIbHOE 00c/IeI0BaHIE

[Ipy ocMOTpe BBIABISAIOTCA NPU3HAKU, [0 KpauWHEW Mepe, ABYX pPa3lIeibHO

PacoJIOKEHHBIX OYaroB:
* CHACTUYECKUI Tape3 OJHOMN WM HECKOJIBKUX KOHEYHOCTEM;
* ATaKTUYECKas IMOXOJIKa;

* HUHTEHIIMOHHBIN TPEMOD;

* pa3JIM4YHbIE COMATOCEHCOPHBIE HAPYIIICHHUS;

* TUC(YHKITUS MOYEBOTO My3bIPS ¥ MPSIMON KHIIIKH;

* [ICUXWYECKHE PACCTPOMCTBA.

[Ipu nuarnoctupoBanuu PC mamueHThl UMEIOT pPa3IuyHbIA HEBPOJOTHUECKUN
neduiut. CTeneHb TSKECTH HAayWHAs C MEPBOM aTaku M Ha MPOTSKEHUU BCETO
3a00JIeBaHUsl OIICHUBAETCS IO paclIMpeHHON Mmikane wuHBanuauzanuu EDSS
(Expanded Disability Status Scale) (J.F. Kurtzke, 1983), ocHoBaHHOI Ha OICHKAX
BocbMu obnacreit [IHC, u3BectHhIx Kak (yHkiuoHanbHble cuctembl (PC). s
EDSS ornenuBaroTcs cienyromnme (QyHKIIMOHAIbHBIE CUCTEMBI: JIBUTATEIbHAS,

YYBCTBUTCJIbHAA, KOOpAHAIIMOHHAA, 3pUTCIIbHAA, rjiazoaBurarciibHasd,
14



BEeCTUOYJsipHasi, Ta30Bble HapyuieHus u ap. bamner EDSS ot 1,0 1o 4,5 otHOCSTCS K
nanueHTaM ¢ PC, y KOTOpbIX MOOMIIBHOCTh MOJHOCTBIO coxpaHeHa. bamiel EDSS

ot 5,0 10 9,5 Kk manueHTaM, y KOTOPhIX MOOMJILHOCTh HAapyIlICHA.

Jlunamuka pa3Butus 3a0oyieBaHUs  (IPOTPECCHPOBAHUE WM 3aMEIJICHHE),
3¢ (HEeKTUBHOCTh JIEHCTBUS JICKAPCTBEHHBIX TPENapaTtoB (CHIKEHUE TEMIIOB

POrpeCcCCUpPOBaHMUSI) OIIEHUBaIOTCS Oanamu mkainsl EDSS.

EDSS sBnsercs 3010TbIM CTaHAApPTOM B OIleHKe HHBamuaHocTH Tipu PC, HO
OIICHUBAET TOJIbKO (PU3MUECKHE HEAOCTAaTKM W HE YYUTHIBACT KOTHUTHBHBIC H

IICUXOCONHUAJIbHBIC HpO6J’ICMBI, TAKXKC BJIIMAIOIINEC HAa KAYCCTBO KU3HU OOJBHBIX.

KoruutuBubie ¢yHkiuu y gereid U moapocTkoB ¢ nmPC 0COOEGHHO YS3BUMBI,
MIOCKOJIbKY ©0OJIe3Hb MPOTEKAaeT BO BpeMs KIIOYEBBIX IIEPHUOJOB aKTUBHOMU
MEPBUYHON MUEIIMHU3AMA U CO3PEBAHUS HEMPOHAJIBHBIX CBSI3€ MO3Ta, OXBAThIBAs
nepruoa oOydeHHUs, CTAaHOBJICHHUS JIMYHOCTH M TUTAHUPOBAHUSA OOJBHBIM CBOETO

po(ECCUOHATBHOTO OYIyILETO.

KoruutupHas nuchyHKus y 1eTeil perucTpupyercs yke B Hauase 3a00JeBaHus U
MMEET TEHACHLMUIO CO BPEMEHEM mporpeccupoBarb. OHa 3aBUCHT OT BO3pacTa
BO3HMKHOBEHHUSI TEPBOM aTakH, MOpaXeHUsi Hecnelu(UyuecKol TalaMHYeCKOU
cucteMbl  (moaTBepkaeHHoro MPT), mostomy wuMeeT pa3Hyl CTENeHb

BBIPOKEHHOCTH U MOKET OBITh HE CBsi3aHA C (PU3UUYECKON HHBAIHIHOCTHIO.

KorHuTuBHbIE HaApyIIEHUST  BAXKHBIA MPOTHOCTUYECKUH CUMITOM U (hakTop
JaTbHEUIIIETO Pa3BUTHS, a TAKKE COLMANIM3aIlMU O00IbHBIX. JJaHHBIE UCCIea0BaHuUs
nereid 1 moApocTKoB ¢ MPC cBUAETENBCTBYIOT O 3aBUCUMOCTH HAPYIICHUH BBICIINX
ncuxudeckux Gynkuuii (BIID) y Bcex manueHToB riaaBHbIM 00pa3oM HE CTOJIBKO OT
KOJIMYECTBA U pa3MepPOB KOPTUKAIBHBIX U CYOKOPTHUKAIBHBIX 0YaroB, CKOJBKO OT
pa3Hoii CTEIICHU BBIPAXKEHHOCTHU HapyIlIeHUI (bYyHKIIMOHUPOBAHUS
Hecnenupuueckoil cuctemMbl Mo3ra (y 4acTH MAIlMEHTOB BKJIIOYasl €€ BBICIIHE,
J00HO-6a3anpHbIe OTAenbl). [Ipu stom y OGombubix mPC ¢ OH oTmewarorcs

HapyleHus: (YHKIMOHUPOBAHUSI CUCTEMBbI MO3ra, KOTOPas HE TOJBKO peau3yeT
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3puTeIbHbIC QYHKIIMY HA BCEX YPOBHSIX OpTraHU3AINH, HO M OCYIIICCTBIISICT aHATIU3
U CHHTE3 3HAaYUMON MH(OpPMAIUUA C WCTOIH30BAHUEM CIIOKHBIX CHUMBOJIMYECKHUX
konoB. Cneuuduka Hapymenuit BII® y 6onpubix mPC ¢ OH wmoxer ObITh
OOyCNIOBJICHa  TMOPAXEHUEM  HECHEeIH(PHUUECKOW  TalaMHYeCKOM  CHUCTEMBI,
peanusyloniel 3puUTeNbHOE BHHMaHHE 3a CYET H30UpaTEIbHOTO IPOBEICHUS
PETEBAHTHBIX CEHCOPHBIX CTUMYJIOB. OIHY M3 KIIOYEBBIX POJIEH B YMEHBLICHUH
aKTUBAIIMN KOPTHKAIBHBIX U CYOKOPTHKAIBHBIX CBsI3el MrpaeT akcoHomaTus 3H,

Pa3BUBAIOILIASACS 110 TUIY BAJJIEPOBCKOM JIET€HEPALIMH B TAJIAMUYECKON CUCTEME.

[Ipu nPC y moapocTKOB B JOMOJHEHUE K KOTHUTUBHOU IUCHYHKIIUH MOMKET
HAOJIIOAATHCS 1EJIbIN PsAJl TOBEICHUYECKUX PACCTPOMCTB: TPEBOXKHOCTH, dHdopus,
NaTOJIOTMYECKUE CMEX U IUIad U CaMO€ paclpoCTpaHEHHOE TyOoKas Jernpeccus,
COUETAIOIIASACS C HAJIMYMEM OYaroB B MpPePpOHTATBHOW KOpE, BUCOYHBIX JIOJISIX

(MpenMyIIECTBEHHO CJIEBA) U B 00JIACTH THIIOKaMIIa.

KoruutusHbIe HAapymICHUA W IICUXOHCBPOJIOTHYCCKUC IIPOABICHUA Oone3nu

HCTAaTUBHO BJIMAIOT Ha Ka4YCCTBO XM3HHU ITalTUCHTA.

KauecTBo *u3Hu y 601pHBIX ¢ PC 10KHO OLIEHUBATHCS C MOMOILBIO ONPOCHUKA
ouieHKkM kavecTBa ku3HU SF-36 (anrin. The Short Form-36) no coorBeTcTBYrOmmmM
mkanaMm. OrneHky ad@eKTUBHBIX PpacCTPOMCTB HYKHO IMPOBOAUTH IO IIKaJe
nenpeccun beka, a oneHky 607U (ecau TakoBasl MPUCYTCTBYET) 110 BU3YaJIbHOU

aHAJIOTOBOU IIKAJIE.

JlaGopaTopHble UCCIIeI0BAHUS:
* OAK: HOpMa nir HEOOJIbIITHNE BOCTAUTENbHBIE N3MECHEHHS,

* OAM: npu HaJIMYMK PACCTPOMCTB MOYEHUCITYCKAHUS: YBEJIMYEHHUE KOJUYECTBA

JICMKOITUTOB, TTOSBJICHHE O€JIKa B MOUE;
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*Ananus JIMKBOpA: AUMQPOLUTAPHBIN IIJIEOLUTO3 51 YBEIIMYEHUE
UMMYHOTJI00yTMHOB G B JIMKBOpE; JUMQOLMTAPHBIN IUICOIUTO3 U YBEIWYEHUE

UMMYHOTJI00yTHHOB G B JIMKBOPE.

Haubonee pokazatenbHbIM KpuTepueM auarHoctukun PC sBnsieTcs Hamudue
OJIMTOKJIOHAJIbHBIX aHTuTen K Oenkam muenuHa B LICXK, a Taxke moBblieHHe
ypoBHss uMmmyHornmooynmHa G B I[C)K mo cpaBHEHHIO C CBIBOPOTKOW KpOBH.
OnurokjioHaJbHBIE ~aHTHUTeNa oOHapyxkuBatorca y 90-95% manueHToB ¢
noctoBepHbIM PC, npu 3TOM, MOSBUBIIUCH OJIHAXIbI, OHU coxpaHstoTcs B LICXK
MOKU3HEHHO. TeM He MeHee, CyHIECTBYET LEeNbIi psia 3a001eBaHui, MPU KOTOPBIX
TAK)X€ BO3MOXKHO IIOSIBJICHUE OJIMTOKJIOHAJBbHBIX AHTUTEN: CUCTEMHas KpacHas
BOJIYaHKA, OCTPBIM paccessHHbIA 3HuedaroMuenuT, cuHapom [ 'uiteHa-bappe,
HelpoOoppenno3 u apyrue. M HanmpoTuB, OTCYTCTBHE OJIMTOKIIOHAIBHBIX AaHTUTEN K
oenkam muenuna B [ICK He uckimouaer auaruno3 PC, X0Ts U CHUXKAET BEPOSATHOCTh

€ro yCTaHOBKH.
HNHcTpyMeHTaAIBLHBIE UCCJIE0BAHUS:

 MPT wuccnenosanue: Halquuyne He MeHee 3-4 o4aroB JEMHEINHU3ALMUA B O€JI0M
BEILIECTBE T'OJIOBHOTO W/MJIM CIIMHHOI'O MO3ra WM MOSIBICHUE XOTSI OQHOIO HOBOT'O

odara 1mpm KOHTpaCTUPOBaHHH.

OCHOBHOW MAPAKIMHUYECKUN METOJN AUarHoCTUku PC - MarHUTHOpe3OHAaHCHas
ToMorpaduss TOJIOBHOTO U CHHUHHOrO Mo3ra. B pexume T2-B3BELICHHBIX
M300pKEHUI BBIABIIIOTCS XAPAKTEPHbBIE TMIIEPUHTEHCUBHBIE OYark, pa3MepoM
O0OBIYHO OT 3 MM U 0oJiee, OBOUTHON (POPMBI, YACTO CIAUBHBIE, COOTBETCTBYIOIIHE
30HaM JEMHEIMHU3aluu B rojloBHOM Mosre. Hambonee tunuyHas jiokamu3anus
O4aroB — IEPUBEHTPUKYJISPHO, B MO30JMCTOM TE€J€ C XapaKTEPHBIM
pacrnpocTpaHEHHEM OYaroB M3 MO30JIMCTOrO Tejla B OeNoe BEIIEeCTBO («IajbIlbl
JloycoHa»), B CTBOJIE MO3ra, MO3)KE€UKE, CIIMHHOM MO3I€ U 3pUTEJIbHBIX HEpBaXx.
BaxxHpiM nuarsoctudyeckum npusHakoMm PC gBisieTcs «aucceMUHaAILMs Mpouecca B

MNPOCTPAHCTBEC» — BBIABJICHUC TUIICPUHTCHCUBHBLIX O4YaroB Cpa3dy B HCCKOJIbKHX
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3oHax I[HC. C nensro onpeneneHHs aKTUBHOCTH BOCHAIUTENBHOIO IIpoliecca
npoBoautcsa MPT c¢ B/B konTpacTupoBanueM. HakorieHre KOHTpPaCTHOTO BEIIECTBA
(ragOJIMHMM, MarHeBHCT) OYaramy, MPOUCXOMAIIEE BCIEJICTBUE HAPYLICHUS
reMaTodsHIepannyecKoro O6aprepa, HaONII0IaeTCs KaKk B «aKTHUBHBIX» odarax (c
npeobsiajlaHMeM  BOCHAJIUTENBHBIX IPOLECCOB), TaKk M B  «HEAKTUBHBIX)»
JEMUEITMHU3APOBAHHBIX U PEMUEIMHU3NPOBAHHBIX y4yacTKax Mosra. llpu sTtom B
AKTMBHBIX OYarax HAaKOIUIECHME KOHTpACTa OTMEYAeTCs B BHJAE KOJbLA WU
IIOJIYKOJIbIA, @ HEAaKTHBHBIE OYard, Kak IPaBUJIO, HAKAIUIMBAKOT KOHTPACTHOE

BCIICCTBO 'OMOI'CHHO.

Juacnocmuueckue kpumepuu o0na neouampuueckozo PC coznacno Krupp u

coaem.

VYBenuuenue gareHTHOCTH Tika P100 (ocobeHHO HEO0OX0IUMO MaJCHBKUM JETSM,
KOTOpbIE€ HE MOTYT BepOaqu3upoBaTh HAPYIICHUS 3PEHUS WU BBINMAJACHUS MOJeH

3pEHUS WIH €Ille HE YUTAIOT):
2 aTakwu:

a) pacpocTpaHeHue BO BpeMeHH (1o kpaitHel mepe 30 THeM oTnensoT 2-10 aTaky

ot 1-i);

0) pacnpocTpaHeHHE B MMPOCTPAHCTBE (OOBEKTUBHBIN KIMHUYECKUHN MTPU3HAK 2 WU

OoJiee 04aron);
1 araka:

a) nosieyieHne HoBbIX T2-BU uinn HakammmBaromMX KOHTPACT O4aroB B TeueHHE 3

MCECALCB IIOCIIC nepBoﬁ aTaKu,

0) mnepBoe wuiaum BTopoe MPT-uccienoBanue mnoKa3bIBaeT TPU U3 YETHIPEX

OCOOEHHOCTEN:
- 9 unm GoJiee 04aroB B OCJIOM BEILECTBE MM | oYar ¢ HaKOIJICHUEM KOHTPAcTa;

- 3 unu OoJiee MEPUBEHTPUKYIISIPHBIX 0Yara;
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- 1 rOKCTaKOpTHKaIBHBINA OYar;
- 1 uHpaTeHTOPHANILHBII OYar;

B) mwiu 2 oyara Ha MPT, oguH U3 KOTOPBIX MOXXET OBITh B CIIMHHOM MO3T€, U
HAJIMYKME OJIMTOKJIOHAIBHBIX TOJIOC WM TOBbIIIeHUE TUTpa [gG B CIUHHOMO3TOBOM

KUIKOCTHU.

Ucnons3oBanne MPT-kputepueB McDonald (2010) mis  onpenesneHus
pacrpoCcTpaHeHus B MPOCTPAHCTBE U BpeMeHHU, 0cOOeHHO 1o nepBuuHoii MPT, He

noaxoanuT g nereit go 10 ner.

Jlnst nanmenToB crapiie 10 set nuarno3 nocroBepHoro PC MokeT ObITh yCTaHOBIIEH
Ha ocHoBe kputepueB McDonland (2010) ¢ wucnosib3oBaHUEM pe3yJIbTATOB
uccinenoBannss MPT g ompeneneHuss pacnpoOCTpaHEHUS B IMPOCTPAHCTBE U

BPEMEHHU.
TN ®PEPEHIMUAJIBHBIN TUATHO3

C uenpio npoBeaeHUs AUPPEpeHInanbHON TUAarHOCTUKU JIEMUETUHU3UPYIOLIETO
nopaxkenusa [THC ¢ nerenepaTuBHbIMU 3a00JI€BAHUSIMU U BUPYCHBIM MOPAXKEHUEM
Y YCTAHOBJICHHUSI JMarHo3a JOCTOBEPHOIO PACCESHHOTO CKiepo3a 00s3aTelbHbIM
ABJIIETCSI TMPOBEACHUE HMMMYHOJOTMYECKOTO OOCIeAOBaHMs, BKIIIOYAIOLIETO
oIpesiesieHNe YPOBHsI allbOyMHHA U MOKa3aTessl MHTpaTeKanbHoro cunrtesa 1gG B
CIIMHHOMO3TOBOM KUJKOCTU (xak HKBHUBAJICHTA OJINTOKJIOHAJIBHBIX
UMMYHOTJI00yJIMHOB); uccienoBanue yposus IgA, 1gM, I1gG, CD3 T-numdouuTtos,
CD4 T-xemmepos, CD8 T-cympeccopoB, CD4/CD8, CD16CD56 HaTypabHBIX
kwuiepoB, CD20 B-mumdonurto, CD3+CD25+ aktuBUpoBaHHBIX T-TUM(OLMTOB,
CD95 ¢akropa anonro3za, HLA-DR akTtuBrpoBaHHBIX TUM(OLUUTOB, KOMIIJIEMEHTA
C4 B xpoBHU. A Takxke 00s13aTeILHOE TTPOBEICHNUE TIOJMMEPA3HON 1ETTHON PeaKInu
st BeisiBienust JJHK BupycoB (CMV, HsV S tunma, HHV 6 tuma, EBV) B
CIOIMHHOMO3IOBOM JKMJAKOCTH. HO Tmpu HazHAa4YeHUM HMMMYHOMOZIYJIUPYIOIIHNX

cpencts [I-1II mokonenus B mensax n30exkaHus B IPOIeCCe JICUSHUsI BOSHUKHOBEHUS
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MynbTU(GOKATBHON JeiikodHLedanonatun — uccienoBanue JC-upyca B KpOBU U

JIMKBOPC.

Hambomee wacto PC  guddepeHupyloT ¢ OCTPBIM  PACCESHHBIM
suanedamomueutroM (OPOM), mpu KOTOPOM TakKe BOSHUKAIOT SITHU30,16I 04aroBOH
HEBPOJIOTUYECKOW CHUMITOMATHKM (Kak MOHO(a3Hble, TaK M IIOBTOPHbIE) U
BBISIBIIIOTCS  ydacTKM AemuenuHuszaumn Ha MPT. Opgnako npu OPOM
YyBCTBUTEJIbHBIE WM JIBUraTEJIbHbIE pAcCTPOIiCTBA 005S3aTEIbHO  JOJIKHBI
CONMPOBOXK/IAThCS HAPYIICHUSMH TNCUXWKU WM HapylmleHWeM co3HaHudA. Yacrto
pazsutnio OPOM mnpenmecTByeTr BUpycHass HMH(EKUUA, HO 3TO HE SBISETCA
00s13aTebHBIM YCIIOBUEM [IOCTAHOBKM JHarHo3a. B KIMHUYECKOW KapTUHE
HamOoJiee XapakTEepHO: IMOBEJIECHUYECKUE pacCTPOMCTBA, HAPYILIEHUS IICUXHKH,
YTHETEHHE CO3HAHMS BIUIOTH 10 KOMBI. O4yaroBasi HEBpOJIOTrM4eCKas CUMIITOMATHKA
MOJKET OBITh ITPE/ICTABIICHA ABUTAaTEIbHBIMU HAPYIICHUSIMU, aTAKCUEN, ONTUYECKUM
HEBPUTOM, MOHOHEBPOIIATUSAMH C MMOPAXKEHUEM YEPETTHBIX HEPBOB, TU3apTPUEH WU

adasueil, SIUIeNTUYECKUMHU TPUCTYIIAMH.

Ta6ua.1. 3aboneBanus, CXOHBIE C paCCESTHHBIM CKJIEPO30M N0 KIuHHYecKuM 1 MPT-kpurepusiM:

3abo/ieBanne HccnenoBanus 1Jis NOATBEP:KIEHUS THATHO3A

MPT: onun 60mb1m0ii ovar (1-2 cM B AuaMeTpe), ouaru
MHOKECTBEHHBIE, YACTO CIUBHBIE U C TIOJOKHUTEIbHBIM
Macc-3(pPpexTom, MOTYT OBITH B 0a3aIbHBIX TAHTIUSX,
OcTpbliif paccessHHBIN TajaMmyce, cepoM BeliecTse. Pacnonararores cynpa
sHuedaromuenut (OPOM) u/unu uHdpaTeHnropuansHo. Heobs3arensHoe
HaAKOTUICHHE KOHTpPAcTa BO BCEX OUarax
(0AHOBpEMEHHOE HAKOIUIEHUE KOHTPACTa B HECKOJIBKUX
oyarax yBeJau4uBaeT BeposiTHOCTh OPOM)

CIIn/Jg Anturena k BUY B ceiBOpoTKE

DKcTpakpaHUalibHas Jommieporpadus (COHHBIX
aprepuit) u sxokapauorpadus. Koarynorpamma:
ompeenaeHue nporenna S, mporenHa C, aHTUTPOMOMHA
[TpoTpoMOOTHYECKHE COCTOSHUS I1I, BBIIBIIEHNE JIFOIIYCHOTO AHTUKOATYJISIHTA,
orpeziesieHUe KOHIIEHTpaIMi TKaHEBOI'0 aKTHBATOpa
IUTa3MUHOT€Ha, aKTUBHOCTh MHTMOUTOPOB aKTUBATOPa

IUIa3MUHOT€HA
CrninHouepebeispHbIe KimHndeckoe TeueHne U OTCYTCTBUE U3MEHEHUN
JiereHeparuu JPYTUX J1a00paTOPHBIX TECTOB
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Onpenenenue J1aktara u nupysarta B miazme u LCK,

ayTOCOMHO-IOMUHAHTHAs
apTepuonaTus C

neiko3HIedanomnaruei)

CyOKOPTUKAJIbHBIMU UH(APKTaMU U

MuTOXOHIpUaIbHbIE onpeaeneHne Myrauuii MutoxosapuanbHoi JTHK,

sHuedaronaTun OHOIICHS CKEIETHBIX MBIIII] JJI BBISIBIIEHUS
MHTOXOHIPUATIbHBIX HAPYLIECHHUI

KAJITACHWJI (uepebpasibHast

Knunnaeckoe TCUYCHHUC, aHAJIN3 I'CHCTHYCCKOI'O
CHCINICHH, apTCPUOITIaTUUCCKUE IIPOABIICHUA

Tadauua 3. 3adoneBanus, cxonubie ¢ PC mo ximmandecknm, MPT- u LHCXK-xpurtepusim:

cungpoum lllerpena, y3enkoBblit
MOJIMAPTEPUUT, CUCTEMHAS
KpacHas BOJYaHKa

3a00/1eBaHnA HccaenoBanus AJisi NOATBEPKASHUS TUATHO3A
OrnpezenieHne aHTUTEN K KapAUOJIUIINHY, aHTUHYKJICAPHOTO
BaCKYJII/ITI)II (baKTopa, BOJIYAaHOYHOTI' O aHTI/IKanYJISIHTa, AHTHUTCII K

natuHou JIHK, Ro/SS-A u La/SS-B. Ilpu Heo6xoaqumocTi
— nepeOpanbpHas aHTuorpadus, peTHHAIbHAS
(daroopoaHruorpadusi, HCCIeI0BAaHUE C TOMOIIBIO IIEIEBOM
JIAMIIBI X OUOIICHUS

bone3ur bexuera

Knununyeckue nposiBieHus (3B€HHOE MOPaKeHUe
CJIM3UCTBIX 000JI0YEK TJ1a3, TIOJOCTH PTa, KOXKH MOJIOBBIX
OpPraHOB U HEPBHOM CHCTEMBI)

Onpenenenue antuten k Borrelia burgdorferi B ceiBopoTke u

Heiipoboppennos HCX. IMonoxuTenbHbIe peakuy MOATBEPKAeHbI Lues-
TPHA-Tectom
Tect KBeiima, onpeienieHre ypoBHS aHTHOTEH3HH-
npeBpararoniero ¢pepmenta B ceiBopotke u LICK, 6uorncus
Capkonnos PEBp mero gep p HEK,

M000T0 TOCTYMHOTO o4Yara (rpaHyJIeMbl, COCTOSIIINE U3
SMUTETUOUIHBIX, THTAHTCKUX KJIETOK U MaKpogaron).

AnpeHonelkoauctpopus

Omnpenenenre JTMHHOIETIOYEYHBIX (BBICIIHX ) JKUPHBIX
KHCIIOT

Nudexuus HTLV-I
(Tponu4ecKuii ClIMHANbHBIN
napanapes)

Onpenenenue antuten kK HTLV-I

3putenbHas atpodus Jlebepa

Ananu3 mutoxonapuansHoit JTHK mis
HCKJIIOUEHUS MyTaluy B nojoxeHuu 11778

3a0os1eBaHMsl, CXOJHBIE

C PpacCceaHHbIM CKJICPO3OM II0 KIMHHYCCKHM

KPUTEPUSAM, HO MMeKoLIUe YeTKue oTauuus Ha MPT:

* ['panynemaro3 Berenepa — rpanysiemMaTo3 rjia3HULbL, IPUIATOYHBIX MA3yX HOCA,

MYJIBTH(POKATHHOE MOPAKEHHUE 0EI0T0 BEelecTBa OONBIINX MOTYIIAPUL;
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* bonesnp VYunmia (Whipple’s) — MHOXXECTBEHHbIE OYaroBbleé HW3MEHEHUS,

nuepedpagbHast aTpodusi, pacIMpeHHe KeIyJ0UKOB;

* Manspopmanus ApHonpaa-Kuapu — omymieHne MHUHIAIMH —MO3XKEUKa,
IPOAOJIrOBAaTOTO MO3Ia, YETBEPTOrO JKEIyAO4YKa uepe3 OOJbIIoe 3aTbUIOYHOE
OTBEPCTHE B IIO3BOHOYHBIM KaHaJ, THUIOIJIA3MS MO3XKEuKa, >HIedayonene B

3aTBIJIOYHOM 00JIaCTH C BHCAPCHUCM MO3KCUKA B FpBI}KCBOﬁ MCHIOK;,

* DKCTpa- U UHTPaAMEyJUISIPHbIE KOMITPECCHOHHBIE TOPAKECHHS — METacTaThuuecKas
OImyXxoJib, JuMdoma, MueIOMHas 00JIe3Hb, SMUIypalbHBIE alclecc, reMaTroma,
TyOCPKYJIE3HBI CIOHIAWINT, IEPBUYHBIC OIYXOJM CIUHHOTO MO3Ta, MOJBBIBUX B

aTJIaHTOAKCHAJIbHOM COYJICHCHHNU,

* BayTpuuepernnHoe HOBOOOpa3oBaHHE — ONYyXOJb, NEPUPOKATBHBIM OTEK,

CMENICHUE CPETMHHBIX CTPYKTYP, CAABJICHHE JKETYI0YKOB, TUIpOLIepainsl.
BEJEHUE MAIIUEHTOB

B cragun KIMHMYECKON PEMHUCCHUU MAUEHTbhl MOTYT HAOIIOAATHCS HEBPOJIOIOM
aMOyJaTOpHO C 0O0sA3aTENbHBIM OCMOTpOM | pa3 B 6 MecsueB (MpU pa3BUTHH
000CTpeHUs WM TOSBJIICHUH HOBBIX CUMITOMOB — yaiiie). HaOmtoienre B pamkax
JTHEBHOTO CTal[MOHapa IOKa3aHO IpU HaJU4YUM KaKOH-THOO COMYTCTBYOIIEH
NaTOJIOTMM WM  HEOOXOJMMOCTM  CHUMITOMATUYECKOTO  JieueHHUs  (CpoK
TOCIUTAIN3ALMN OIPEAEAETCS HEBPOJIOTOM M cocTaBisieT oT 7 1o 21 naus).
HeoOxonmumo mpoBeneHue peryiaspHoro ooOciaeaoBaHus ¢ BblmoaHeHuem MPT
TOJIOBHOTO M CIIMHHOT'O MO3ra ¢ BHYTPUBEHHBIM KOHTpacTUpoBaHHeM | pa3 B 6
MECALIEB, KOHTPOJEM TIE€MaTOJOTHYECKHX IIOKa3aTenel (KIMHUYECKUN aHaIu3
kpoBu | pa3 B 3 Mecsma), CBOCBPEMEHHOE KYMHUPOBAHUE TMOSBISIOMIMXCS
CUMIITOMOB (CIAaCTUYHOCTH, AUCPOPUHU, HAPYIICHUW KOTHUTUBHBIX (YHKLHMN).
Jlunamuyeckuii KOHTposib 3a OonpHBIMH ¢ PC, ¢ mpuBieueHueM B ciydae
HEOOXOJAMMOCTH CIEUMAIMCTOB PA3UYHBIX MNpoduiield, MNalueHTa JOJKEH
OCYLIECTBJISTBCS B T€YEHUE BCEU KU3HM MalMeHTa. 3adacTyro nanveHtam ¢ PC

HE00X0MMa MCUXO0JIOTHYECKask KOPPEKIIHS U MOAIEPKKaA, MHOTA — ICUXOTePaIusl.
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Tepamusi paccesHHOTO CKiepo3a MO-TIPEKHEMY OCTaeTcsa OJHOM M3 Hamboiee
aKTyaJIbHBIX MPOOJEM HAYYHOM W MNPAKTUYECKOW HEBPOJIOTMH, YTO CBS3aHO C
IPOrPEAUEHTHOCTBI0 M HEU3JICYMMOCTBIO  3a00JieBaHUs, MPUBOMSALIETO K
WHBAIMIN3ALAA B MOJIOAOM Bo3pacte. CrnocoObl JIeYEHUsI MPOXOAST MOCTOSHHO
3Tambl COBEPILIEHCTBOBAHMS, OJIHAKO JOCTUKEHUS COBPEMEHHON MEIUIMHBI
HO3BOJIIIOT UCKITKOUYUTh PACCESHHBIN CKIEPO3 U3 CIIUCKA «HEKYpaOenbHbIX». Llenbto
COBPEMEHHOW TEpANMH SIBJIAECTCS 3aMEIJICHUE MPOrpecCUpOBaHUs 3a00JIEBaHUS B
pe3ysbTaTe MNpEeAynpekICHHsT HOBBIX aTak M Oojee 3(p(EeKTUBHOIO MX

Ky[IUPOBaHMUSI.

MexayHapoIHble M1 POCCUKCKUE MCCIEAOBAHUS MOATBEPKIAIOT, YTO YIYUIIEHUE
TEUYEHUSI PACCESTHHOTO CKJIEpO3a IOCTUTaeTcs 0jarogapsi HpUMEHEHHUIO TPENnapaToB
rpynnsl [IMTPCI, naumb OrpaHUYeHHO pa3pelICHHBIX [JIs HCHOJIb30BAHUS Y
MalKUeHTOB 10 18 neT W 4acTUyHO 3aperucTpupoBaHHbIX B PD. B oTnmume ot
npenaparoB rpynmsel [IUTPC, skctpakopnopanbHble MeTOIbI (MU1azmadepes,
m1a3Mo000MeH) U BHyTpuBeHHbIe MMMyHOrno0ynuHbl G (BBUI'G) 3HauuTtensHoO
peXe TPUMEHSIOTCS B TEpaluud PACCESIHHOTO ckiepo3a. M3BecTHo, uto Ooiee
BbICOKasi 9(()eKTUBHOCTh JIAHHBIX METOJIOB HAOII0JIaeTCs MPU PEUANBUPYIOIIE-

PEMUTTUPYIOIIEM T€YEHUH, YEM MPOTPECCUPYIOIIEM TE€UEHUU 3a00I€BaHUS.

bonee uem y 97 % neamaTpuuecKux MalueHTOB PACCESHHBIN CKIIEPO3 AEOI0THUPYET
B (popMe pEeMHUTTHPYIOIIETO TUIIA TCUCHHS 3a00seBaHMs. J[OJTrOCpOYHBIN MPOTHO3
MporpeccupoBaHms 3a00JIE€BAHUS Y 3TOU KaTEropuu OOJBHBIX OCTAETCS MPEIMETOM
JIUCKYCCHM, OJTHAKO PETPOCIICKTUBHbBIC MCCIICIOBAHUS MMOKA3aIu, YTO HECMOTPS Ha
OoJiee NIMTENbHBINA CPETHU MTePUO ] BPEMEHH OT J1e0I0Ta PaCCeTHHOTO CKJIEpo3a J10
JIOCTUKEHUS CTOMKON HEBPOJIOTUYECKOW NMHBAIUIHOCTH, B LIEJIOM, 10 CPABHEHUIO C
B3pOCIBIMH ~ OOJMBHBIMH  Ha  MOMEHT  (opmupoBaHusi  HEOOPATUMOTO
HEBPOJIOTUUECKOTO JehulInTa, O0JIbHBIC C IEAUATPUICCKUM JI€00TOM 3a00JIeBaHUS
MOJIOXKE, qyeM MaIrUeHTHI, 3a00J1eBIIINE Mocne 18 JIeT.
[TocKoJIbKY pacCessHHBIN CKJIEPO3 M0 MEXaHU3MY Pa3BUTHS U THUIIAM KIMHUYECKOTO
TEUEHUs]  SBJISIETCS  HEOJHOPOJIHBIM  3a00JIeBaHMEM,  Tepanusi  HOCUT
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muddepeHIIMpOBaHHBIA  XapakTep. B pamMkax cymiecTByromel KOHIEMIIUU
naToreHe3a PacCesHHOTO CKJIepOo3a Ha CerOHSAIIHUN 1eHb Hanbomee 3¢ HEeKTUBHBIM
IIATOTCHETUYECKUM  JICYCHHEM SBIICTCA HMMMYHOMOJIYJIHpYIOIIAas —Tepanus,
MOSIBJICHUE KOTOPOM B KIMHMYECKOM NPAKTUKE Bpada — HEBPOJIOra M3MEHUIIO
TEparneBTUYECKNUE MOIXO0/bl K MaTOJIOTUH, PaHEE CUMTABILIECHCS HEKYpaOelbHOH, U
J1aJI0 BO3MOXHOCTb peaibHO CHU3UTh YaCTOTY OOOCTPEHUI TPU PEMUTTUPYIOLLEM U

BTOPUYIHO-TIPOTPCCCUPYIOIICM TCUCHHUH PACCCAHHOI'O CKIICPO3a.

JlekapcTBeHHBbIE CPEACTBA, TAK HAa3bIBaeMble «Ipenaparbl, U3MEHSIONIUE
TedeHne paccessHHOro ckieposa — IIUTPCy», cHmxkalooT 4yacToTy 00OCTpeHUi
paccestHHOTO cKiepo3a B cpenHeM Ha 30 % u B pa3HOM CTENEHU 3aMEUISIOT
CKOPOCTh MPOTPECCHUPOBAHUS HEOOPATUMBIX HApPYIICHUM, MPUBOIAIIUX K
uHBanuau3anuu. OHU JaBHO W IIMPOKO TMPUMEHSIOTCS Y B3POCIBIX OOJIBHBIX
paccestHHbIM ~ CKJIEPO30M, OCOOEHHO Ha JTale pPEeMUTTHPYIOIIETO TEUYEHHUs
3a0oneBaHus. be30MmacHOCT M MEPEHOCUMOCTh ~ MMMYHOMOAYJIUPYIOLIUX
MpEnapaToB XOPOILIO U3YYEHBI, OJTHAKO BCE OCHOBHBIE UCCIIEIOBAHUS, TPOBEIEHHbBIC
B ATOM obOmacTu, BKJIFOYAIOT MalMEeHTOB C 18 JIeT.
OnHuM U3 BEAYIIUX COBPEMEHHBIX MPUHITUIIOB UMMYHOMOYIUPYIOIIETO JICUCHUS
PC aBnsieTca MakCMMaIbHO PaHHEE HAYaJlo TEPANUU MAllMEHTOB C PEMUTTUPYIOIIUM
TUIIOM TedeHusl 3a0oneBaHus. JlokasaHa 11e1€cOo00pa3HOCTh MPUMEHEHUS
MpenapaToB 1Jii UMMYHOMOJYJIMPYIOIIETO JICUEHUSI PACCESIHHOTO CKJIEpO3a J1axKe
0 TOCTAHOBKH JOCTOBEPHOTO JHMAarHo3a Yy TMalMeHTOB I[IOCJIE IEPBOIo
JEMUEIMHU3UPYIONIETO  BMK30/la WM  TaK  Ha3blBAEMOr0  KIMHUYECKU
M30JIMPOBAHHOTO CHHJPOMA, C BBICOKUM PHUCKOM IPOTPECCUPOBAHMS MO AAHHBIM
MPT.

K uMMyHOMOIynHpyrOmKMM MpenaparaM OTHOCSTCA HHTepdeponbl Oera. Hx
MPUMEHEHUE TO3BOJISIET CHU3UTh YaCTOTy M TKECTh OOOCTPEHHMM PAaCCESTHHOTO
CKJepo3a Ha TpeTh, Ha (OHE JeUYEeHHUs OTMEUYEHO YMEHBIIEHHE KOJUYeCcTBa
BOCTIAJIMTENIBHBIX OYaroB B IEHTpajdbHOW HepBHOU cucteMe Ha 50-80 %, xpome

TOTO, MPUMEHEHHE UHTEP(EPOHOB OeTa OKa3bIBAET MOJIOKHUTEIBHOE BIUSHUE Ha
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KOTHUTUBHBIE (PYHKITUU U KA4ECTBO KU3HU OOJIBHBIX B 11eJI0M. B HacTosee Bpems
uHTEPPEPOHBI  pAacCMATPUBAIOT, KaK TMpenapaThl BbIOOpAa TIPU  JICUCHUU
PEMUTTHPYIOIIETO PACCESTHHOTO CKJIepo3a, TakKe HayaTO WX YCIEIIHOE
MPUMEHEHUE TPU KIMHUYECKH HW30JMPOBAaHHOM cuHApoMme. MHTepdeponsr Oera
NPUMEHSIOTCSI W TPH  BTOPUYHO-TIPOTPECCUPYIOIIEM PACCETHHOM CKIIEPO3e,
MIOCKOJIbKY B JIAaHHOM CIlydae OHHM 3aMEUISIOT WHBAIUIU3AIMI0O W yYMEHBIIAIOT
oOpa3oBaHue HOBBIX 0YaroB Ha MPT.
OcHoBHBIE TIO0OYHBIE A(PPEKTHI UHTEPPEPOHOB: TPUMIIONOJOOHBIE CHUMIITOMBI
(iuxopazaka, 03HOO, HeAOMOTaHue, 0OJIM B MBIIIIIAX U YTOMJISIEMOCTh) B Hauaje
JICYCHHS DPA3BUBAIOTCSA TPUMEPHO Y TIOJIOBHHBI BCEX IMAlIMCHTOB, OJHAKO B
JanbHENIIeM OHM HCYe3aroT. Peke oTMewaroTcss MECTHBIE Peakiliu, yMepeHHas
TPOMOOITUTOTICHUS U aHEMHUSI, ISMTPECCUBHBIC ATTU30/IbI, TIOBBIIIICHUE KOHIICHTPAITUN
TpaHcamuHas. B  psge chnydaeB, TmpuUMEHEHHE HMHTEPPEPOHOB  MONKET

COIIPOBOXAATHCA 00pa30BaHUEM HEUTPAIN3YIOIIUX AHTUTEIL.

Jledenne wHTEphEpOHAMHU TPOBOMAAT JJIUTEIBHO, €T0 IMPEKpalleHHuEe OINpaBIaHO
TOJIBKO TpH sIBHOM HeapdekTuBHOCTH (0OOCTpeHust 4ame 4 pa3 B roa Wid
nporpeccupoBanue MHBaMuAN3auu Ha 1 6ann o mkane EDSS 3a 6 mecsitieB) u npu
Pa3BUTHHU MOOOYHBIX s dekToB.
Nutepdeponsl Oera 001a1ar0T MPOTUBOBUPYCHOW W HUMMYHOMOIYJIUPYIOIICH
aKTUBHOCTBIO. M36ecmHo, umo Ouonocuueckuti 3¢ggexm smux npenapamos
onocpeoyemcsi ux 3aumooelcmsauem co CneyuduuecKkuMu peyenmopamu, Komopbie
0OHapyIiceHbl Ha N0BepXHOCMU Kilemok uenogexa. Cesasvieanue unmepgepona bema
C OMuMU peyenmopamu UHOYYupyem 35KCHpeccuro psaoa 6eujecms, Komopbvie
paccmampusaromcs 8  Kavecmee Meouamopog  Ouonocudeckux ¢ gpexmos
uumepgeponos bema. Humepgeponvl bema  CHUMCAIOM  CEA3bIBAIOULYIO
CHOCOOHOCMb U IKCNPECCUI0 PeYenmopos K 2amMma-uHmepg@hepony, YCunuearom ux
Ooecpaoayuro. Kpome moco, oHU 001G0AIOM  CHOCOOHOCMbBIO  NOBBLILUAMb
CYNPEeCccopHyI0 aKMU8HOCMb MOHOHYKIIEAPHBIX KIIemMOK nepugepuieckou Kposu u,

3a cuém ONOKUPOBAHUS MAMPUKCHOU Memaiionpomeutassl, Ccmaoduiusupyom
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cocmosinue eemamo-sHyehanuiecKko2o bapvepa.
HUutepdpepon Oera 1b (beradepon®) — mepBbii u3 wuHTEPHEpPOHOB Oe€Ta,
CUHTE3UPOBAHHBIX ISl IYMMYHOMOIYJIUPYIOIIETO JIEYEHUSI PACCESTHHOTO CKIIEpO3a,
B HACTOSIIEE BPEMs CUMTAETCS MPU3HAHHBIM JIEKAPCTBEHHBIM CPEJICTBOM BO BCEM
mupe. Cpeau Bcex [IMUTPC Beradepon umeeT camblil IUTEIbHBIA KIMHUYECKUN

OIIBIT IIPUMCHCHUA.

B Poccuiickon @enepanuu 3aperucTpupOBaHbl CIEAYIONIME MPENAPATHI U3 TPYIIIIbI

I[TNTPC:
* UnuTepdepon 6era—la

- IIpenapat B pactBope 11 uabekuuid (o 0,5 mu/22 mxr (6 max. ME) u 0,5 mi/44
MKT (12 maH. ME). Ilpenapar BBoAUTCS MOJAKOXKHO 3 pa3a B HEAEIIO, B OJTHO U TO
K€ BpEMsl, KENaTeJIbHO BEYEPOM, B ONPEICICHHbIE JHU HEJEIHN, C HHTEPBAJIOM HE

MeHee 48 4.

- JInopunuzar ajisi IpUrOTOBIICHUS pacTBOpa Jyisi UHbEKIUU (mo 30 MKr (6 MIIH.
ME) B 1 mn). Pekomennyemast no3a npemnapara cocrasisieT 30 Mxr (6 miuH. ME)
OJIMH Pa3 B HEJEII0, B OJJHO M TO K€ BpPEMs, B OJUH U TOT K€ JICHb HEJEIH,
BHYTpHUMbIIIEYHO. [IpenapaT BBOAUTCS cpa3y Mociie MPpUroToBiIeHus pacteopa. B 1

MJI paCTBOPEHHOI0 mpemnapata Bo ¢uiakoHe coaepxkurcs 30 mxr (6 miH. ME).
* UuTepdepon deTa-1b

-IIpenapat BBOAMTCS MOJAKOXHO. Pekomenayemywo nosy 0,25 mr (8 muH. ME),
KOTOpasi CONEPKMUTCA B | MII NPUTOTOBIEHHOTO PacTBOPA; BBOAAT YEPE3 JICHb.
[Ipumenenue mnpenaparoB HHTEp(epoHa-OeTa OrpaHUYEHO y JETEH, COIIACHO
WHCTPYKIIUH (B 3aBUCUMOCTH OT IPOU3BOAUTENS — IpuMeHsieTcst ¢ 12 wiu ¢ 16 ner).
B cBs3M ¢ 3THUM IpUMEHEHHE IpernapaToB B 00jee paHHEM BO3pPacTe BO3MOXKHO
TOJIBKO MO0 PENICHUI0 BpauyeOHOM KOMHUCCHM MEIUIMHCKOM OpraHu3aluu, C

onobpenus JIOKaJIBHOTO ITHYECKOTO KOMUTETa MEAMIIMHCKON opraHu3auu (Tmpu
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€ro HaJIN4YHHN), pu ITOJTyYEHHUH MH(OPMHUPOBAHHOTO corJiacus

poauTeneit/3aKkoHHBIX IIpeicTaBuTeNel 1 peOeHKa B Bo3pacTe cTapiue 14 jier.
 ['matupamepa anerar

-Ilpenapar BBOAWTCS MOJKOXHO, €XKeIAHEBHO, 20 MI/CyT OIHOKpAaTHO,

MNpCAIIOYTHUTCIIPHO B OIHO U TO K€ BPCM:A, IJINTCIIBHO.

[TpumeHeHne TaTupaMepa aleraTa OrpaHu4YeHo y JETel, COTIIaCHO MHCTPYKIUH (C
16 ner). B cBsA3u c 3TUM NpUMEHEHUE TpenapaToB B 00Jiee paHHEM BO3pacTe
BO3MO>KHO TOJIBKO I10 PEILIEHUIO BpauyeOHON KOMUCCUU MEAUIIMHCKON OpraHu3alu,
¢ 0100peHust JIOKambHOTO 3TUYECKOTO KOMUTETAa METMLIIMHCKOW OpraHu3auuu (Ipu
€ro HaJIU4YUHN), pu ITOJTyYEHHUH MH()OPMUPOBAHHOTO corJiacus

poauTeNeil/3akOHHbBIX MpeIcTaBuTeNel 1 pedeHKa B Bo3pacte crapiie 14 ner.

Pe6eHok ¢ nepBbimM

AeMHENTMHUINPYIOWUM
cobbiTuem
Cornacue/cornawenue 3 mec. 6 mec. 1ron 2ropa 3ropa  4ropa 10 ner
| | ] |
l l l l l | ‘ |
NMocr 2-e noc 3-e noceweHne 4-¢ noceweHue 5-13-e nocewexme
Ha yyer Bpava Bpaya Bpava Bpava

Hegponoreckuin Hesponomysckmi Heepononmiecsit Hespononyecki Heeponorweckuit
ocMoTp aCMOTp 0CMOTp oCMoTp ocMoTp
He#podusmononeckoe Helpadhrancnonmyeckos Hefpotdunsmonormecioe Heipochranononyeckoe HehpodmsmonomHeckoe
obcnenopasme ofcnenoBanue ofcnenopasne oBenenoBanue obenenosasue
(3BN, OKT) {3BN, OKT) (3BM, OKT) (3B, OKT) (3811, OKT)
Natoparophsie NaGoparoprsie NaGoparopusie NaGopatopssie NaGoparoprsle
WCCNeACBaHnR voenefoBanes MCCNELRO3AKNR weoneaosares WCCNE/I08aHNR
MPT woszra MPT wozra MPT mozra MPT wozra MPT wozra

Bropoit 3nu3o/ HeBPONOrMyecKoi
cUMNTOMaTUKM (ec/u npoucxodum)

PebeHok ¢ nogreepxaeHHbIM PC

Heaponorvyeckii ocmorp
Hewpadwananarieckoe
obenegosanue (381, OKT)
NabopaTopHbIe HOCNEAOBAHHA
MPT moara

PUCYHOK 2. CXeMa KITMHUYECKOTo U HelipopaanoiornyecKoro HaomioAeHns noce nepeoro
AeMUeTNHU3UPYIOLLIero COOLITUS

NCXO0IbI U TPOI'HO3

bonee yem y monoBunbl 601pHBIX ¢ PPC uepes 10 net 6071e3Hb TpanchopMupyeTcst
B BIIPC, a uepe3 25 neT noutn y Bcex NalMEeHTOB NaHHOW rpynnsl umeercs BITPC,
3¢ (HEKTUBHOCTH Tepanmuu Mpu KOTOpoM HeBbicoka. [lo mpomectBum 15 et mocmne

Havana 3aboneBanus, (06e3 tepanuu [IUTPC) y 80% manueHTOB MMeEeT MecTo
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orpannyeHue GyHkiuii, y 70% — UMEIOTCS TPYAHOCTH MPH caMO0OCTy>KUBaHUH, a

50% OOJIbHBIX HE MOTYT MEPEABUTATHCS 0€3 TOCTOPOHHEN TOMOIIIH.

Y manuentoB ¢ Hawyamom PC B nmeTckom Bo3pacTe cpefHee Bpemsi OT JebroTa
OOJIE3HH A0 HACTYIUIEHHS BTOPUYHOIO MPOTrPECCHUPOBAHMS COCTABISET OKOJIO 28
JIET, a CpeHUN BO3pACT MAIlMEHTOB K MOMEHTY TpaHchopmauuu PC B ctaauto

BTOPUYHOTO IIporpeccupoBanus — 41 rog.

OCHOBHBIMH (paKTOpaMH, OMPEACIISAIONIUMHI KauyeCTBO KU3HU Y MOJAPOCcTKOB ¢ PC,
ABJSIFOTCS  XPOHUYECKAasl YCTAIOCThb, JIENPECCHs, A TaKXke CUTyaTHBHAs U
JUYHOCTHAsi TPEBOKHOCTh. bnarogaps mossieHuto [TMTPC, ctano BO3MOXKHBIM
BIIMATh HA TEUYEHUE 3a00JIeBaHUs, MPEAYNPEkJas BO3HUKHOBEHHE OOOCTpPEHUH,
YMEHbINIasi WX BBIPAKEHHOCTh, YTO OOCCIEYMBACT 3aMeJUICHHE HapacTaHUs
VHBUIMIM3ALMU, A TaK)KE€ B 3HAYMUTEIBLHOW MEpE YIy4IIaeT KayeCTBO KU3HU

IIaImMuCHTOB.
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