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BBEJIEHUE

Paccesunbiii ckiepo3 (PC) sBisieTcss XpOHUYECKHM MPOTrPECCUPYIOIIUM
3a0071€BaHUEM IIEHTPATHPHOW HEPBHOW CHCTEMBI, TOPAKAIOIINM ITPEHUMYIIIECTBEHHO
JI0JIe MOJIOZIOTO Bo3pacTa. 3a0oyieBaHUE MPUBOAMT K PAHHEW MHBATUAU3ALUU U
OTPaHWYCHHUIO JKU3HCHHBIX BO3MOXKHOCTEH TAIMEHTOB, TpeOyeT OOJbIINX
pacxo/0B Ha JUArHOCTHUKY, JICUCHHE, PeaOMIUTAIIUIO U COIMAbHYIO MOMOIIb, YTO
nenaet npodieMy PC coruanbHO U SKOHOMUYECKH 3HAUUMOM.

B mupe HacuutbhiBaeTcs 0kojo 2,5 MusinoHoB nanueHToB ¢ PC. B benapycu
3aperucTpupoBaHo Oojee 4 ThIC. MALMEHTOB C JAaHHBIM JuarHo3oMm. Ilo
MOKA3aTeJt0 PaclpOCTPAHEHHOCTH 3a00JIeBaHUs Hallla CTpaHa OTHOCHUTCS K 30HE
BbIcOKOTr0 pucka pa3Butus PC (56,7 na 100 toicsau Hacenenus B 2018 r.).

B Hacrosimiee BpeMsl BBIIACISIOT TPU OCHOBHBIX BapuaHTta TedueHus PC:
penuauBupymoie-pemurtupyomumii (PPC), nepsuuno-nporpeccupyromuit (ITITPC)
u BropuuHo-niporpeccupyomuit  PC  (BIIPC). TIIIPC sBasercs penkum
KIMHUYECKUM TUIIOM TEUYEHHUSI PACCEIHHOTO CKJIEPO3a, BCTPEYAIOUIUMCS B
CTPYKType 3abosieBanus Toiabko B 10-15% cnyuaes. IIIIPC BnepBbie BbIJIEICH B
oTaenbHbIN THN 00j1e3Hu D. MCAlpine u coaBt. B 1955 roay. /lnarHocTuka 3Toi
¢opmbl PC BbI3bIBaeT Hanbosee 3HAYUTENbHBIE TPYJHOCTH Kak B HAIllEd CTpaHe,
TaKk U 3a pyOexkoM. ITO 00YCIOBIEHO KaK OOBEKTUBHBIMU TPYIHOCTSMH, TaK U
npo0JieMaMu, CBSI3aHHBIMHU C HEJIOCTATOYHBIMH 3HAHUSMH TPAKTUUYECKUMHU
HeBposioramu  KputepueB auarHoza [IIIPC, orcyrctBueM  «TOTOBHOCTHY
pacro3HaTh M MPABUIBHO HHTEPHPETHUPOBATH CUMITOMBI. Ilo 3TOl M MHOrUM
IpYruM IpuU4YrHaM HeBposiord B bemapycu kpaiine penko craBsaT auaraos ITTPC
WM ke yctaHoBieHue auarHosa IITPC npou3BoauTCs Ha MO3HUX CTAIUsIX, KOrAa
CTENEeHb MHBAJIUIU3AIMU TAK BBICOKA, YTO HA3HAYEHUE MATOT€HETUUYECKON Tepanuu
okasbiBaeTca Hed(D(PeKkTUBHBIM. B GONBIIMHCTBE CilyyaeB BpauM MEPEMUCHIBAIOT B
TEUEHHE MHOTHX JIET U3 OJHOTO MEIUIMHCKOTO JOKYMEHTA B IPYTOW YpE3BbIYAITHO
amopdHbIii auarHo3 «Jlemuenunusupytoiiee 3adoneBanue [[HC», koTopwiii He
OTpaXaeT peajbHOr0 COCTOSHUS NMAlMEHTOB, U, TJIABHOE, HE MO3BOJISET HA3HAYUTh
UM aJIEKBaTHOE JICUCHHE.

Hecmotpsa Ha cxoxkects knuHudeckor kaptussl [IIIPC ¢ kmaccnueckumu
BapuanTamu TedeHus 3aboneBanusi (PPC u BIIPC), stoT peHOTHI CYIIECTBEHHO
OTJIMYAETCS MO TAaTOreHe3y, HEBPOJIOTUYECKOM CHUMITOMATUKE, CKOPOCTH
MPOTPECCUPOBAHMSI, PE3YJIbTaTaM HEWPOBU3YAIU3aLUH, MOAXO0JaM K JEUYECHHUIO U
IIPOTHO3Y.

MHOTONETHHI ONBIT JIEUeOHOM MeATETLHOCTH U MEeIarornieckoi paboThl Ha
Kadeape HEBPOJIOTHH W HEHpoxupypruu bemopycckoli MEIUIIMHCKOW aKaJIeMHH
MOCJICTUTITIOMHOTO 00pa30BaHUsl TO3BONHII CHOPMYIUPOBATH T€ OCOOCHHOCTH
3a00seBaHuUs1, KOTOPHIE MO3BOJISAT HEBPOJIOTaM CBOCBPEMEHHO BBICTABHUTH JHATHO3
[MIITPC u Ha3HAYWTHh HEOOXOAWMYIO TaKMM mMareHTam Tepanuio. [loaroroBka k
MyOJIMKAIMM HACTOAIIUX METOJAMYECKUX PEKOMEHJAlUM MMEET BaXKHYIO 1eJb, a
MMEHHO, TMOJTOTOBUTH BPA4YCOHYIO ayJIUTOPHUIO K PEIICHUIO CYIIECTBYIOIICH
npo0JeMbl — paHHeW quarHoctuke aanHou ¢popmsl PC.



CIIUCOK COKPAIIIEHUI

BUY — Bupyc uMMmyHo1epuIinTa yeaoBeka

BITPC — BTOpHYHO-IIPOrPECCUPYIOIIHNI paCCEHHBIN CKIIEPO3

3COHM - 3a0o0seBaHus CIEKTPA ONITUKOHEMPOMUETUTA

KNC — k1MHUYEeCKH N30MPOBAHHBIA CUHAPOM

MPT — MarHuTHO-pe30HaHCHAsI TOMOTpadus

OPDM — ocTphiit paccestHHBIN YHIE(HATOMHUESITAT

[INTPC — npenapaTsl, U3MEHSIOLIUE TEYEHUE PACCEIHHOTO CKIIEPO3a

[ITTPC — nepBUYHO-NIPOTPECCUPYIOIIHNI PACCESHHBINA CKIEPO3

[1I{P — mosmmMmepa3Has nenHas peaxkuus

PUC — pagrosnorndyecky U30JIMPOBAHHBIA CHHAPOM

PPC — pemuttupyronmi paccessHHbI CKIEpO3

PC — paccesiHHbIl cKIIepO3

CMX — cimHHOMO3T0Bas JKUAKOCTD

ITHC — nenTpanpHas HepBHas CHCTEMA

NEDA — (aurn. No Evidence of Disease Activity or worsening) HET JaHHBIX,
CBUJIETENBCTBYIOIINX 00 aKTUBHOCTH 3a00JIEBaHUS WIH YXYILIEHUU

EDSS — (anrn. Expanded Disability Status Scale) pacmmpennas mkana omeHKH
CTEIICHN NHBAJIUAU3AUU



KIIACCHOUKAIIUA PACCEAAHHOI'O CKUVIEPO3A

B Hacrosmiee BpemMs HE IPUHATO pPaHEE HCIOIb3yEMOE BBIJIEICHUE
kimHrYeckux (opm PC, ocHOBaHHOE HAa BEAYIIMX HEBPOJIOTMYECKHUX CHMITOMAX
Oone3nn (mepedpocnuHaNbHAS (DOpMa, ONMTHYECKAs, MO3KEUKOBAs, CIIMHAIBHAS),
MTOCKOJIbKY JIaHHbIE HHCTPYMEHTAIBHBIX METOAOB UCCIIEI0BAHUS CBUIAETEIBCTBYIOT
o nopaxxeHnu Heckonbkux otaenoB [IHC npu kaxaoi u3 aTux dpopm.

Hcnons3zyemas B HacTosimiee Bpemsa kinaccudukamus PC ocHoBaHa Ha THIe
TeyeHUsl 3a00JieBaHMsA, 4YTO BaXXHO JJs TMpPaKTHUYECKUX Iefell — BbIOOpa
aZIcKBaTHOM Teparnu.

Buioenaom 3 knunuueckue gpopmol pacceannozo ckneposa:

PeunauBupyrome- Bropuuno- IlepBu4HO-

1 PEeMHUTTHPYIOLIM I 2 NPOrpeccupyrommim 3 NPOrpeccCupyromu
PC (PPC) PC (BITPC) PC (IIIIPC)

PPC Knaccuueckoe BoiaHOOOpa3HOe TeUYeHHME C TMEpUOJaMH  OOOCTpEeHUU U

peMuccuil, IMOJHBIM MM YaCTUUYHBIM BOCCTAHOBJICHMEM (YHKUMH mOCie
000CTpEHUS U OTCYTCTBUEM HapacTaHHsI CHMITOMOB B MIEPUOJIbI PEMUCCHIA

BIIPC Pa3BuBaeTcs y 4dYacTu TAalUMEHTOB IO Mepe TeueHus 3aboseBaHus,
XapaKkTEPU3yEeTCA HAPACTAHUEM KIMHUYECKOM CUMIITOMATUKHU B IMIEPUOJT MEKITY
| | | _~~ obocrpenusamu, Yacrora tpanchopmaruu B BITPC YBEJIIMYUBAECTC 10 Mepe
: JUTHTEIIbHOCTHU 3a0oneBanus. Beigenstor asa Bapuanta BITPC:
e Bropuuno-nporpeccupyromuii PC ¢ oboctpenusimu
e [IporpeccupoBanue 6e3 o0oCcTpeHU

Xapakrepuzyercs IMpOrpecCUpPYIOUIMM  HapacTaHHEM  HEBPOJIOTHYECKOIro
e nedunuTa ¢ MOMEHTa Je0OroTa 3abojeBaHMs, 0€3 UYETKUX O000CTpeHUi
(BO3MOXKHBI JIMIIb TMEPUOAWYECKHE SMU30]lbl CTAOMIM3AIMM COCTOSHUS) Ha
MIPOTSHKEHUM HEe MeHee 1 rona

CornacHo HOBoM ¢enotunuueckort kinaccudukanuu (Lublin, 2014) nepBas
KJIMHAYeCKass  araka  3a0osieBaHus  OOO3HA4YaeTCs  KaKk  «KJIMHUYECKH
u3oaupoBanHbiii cunapom» (KHMC). D1o nepBblif U €MIMHCTBEHHBIH KIMHUYECKUN
AIU30]] HAPYIICHUS] HEBPOJIOTHYECKUX (DYHKIIMM, JJIAIIUNACA CBbIlIEe 24 4acoB, pu
KOTOPOM UMEIOLIHECS JaHHbIE KIMHUYECKON U MPT-KapTUHBI HE yIOBJIETBOPSIOT
kputepusiMm nuaroctuku PC (kputepun Maxk/lonanbna, 2017) 1, COOTBETCTBEHHO,
HE MO3BOJISIIOT Ha MaHHBIE MoMmeHT BhicTaBuTh auarHo3 PC. KMC moxer ObIThH
MOHO(OKAIBHBIM (KIMHHYECKH MOpaykeHa OJHa (YHKI[MOHAJIbHAS CHCTEMa) WIIH
MYJbTH(POKAIBHBIM (KIMHUYECKH BOBJICYCHO HECKOJIbKO (DYHKIIMOHAIBHBIX
CHUCTEM, HalpuMep, MUPaMUJIHAST U MO3KEUKOBAsI), YTO OMpPEACACTCS UCXOs U3
MMEIOIIECNCS HEBPOJIOTUYECKON CUMIITOMATUKH, a HE 10 JaHHbIM MPT.

Hannuue namenenuii npu MPT, tunuuneix mis PC, npu oTCyTCTBUM KaKoOu-
00 KIWHUYECKOW CHUMIITOMAaTHKA O0003HAYAIOTCS KaK «PaguoJIOrH4ecKH
U30MpoBaHHbIA cunapom» (PUC).




JEOUHHULINH [IPC

[IIIPC — »3T0 KIMHHUKO-pEHTreHosornuyeckuii BapuaHT PC, HEYKIOHHO
nporpeccupyiomuii ¢ Hayajna 3a0osieBaHus, 0Oe€3 4YETKMX O00OCTpeHUd Ha
OPOTSKEHUM KaK MHUHHUMYM | Tro/la, KOTOpOE€ BBISBISETCS MPOCIHEKTUBHO WIIU
peTpocnekTuBHO. Mcxons U3 gaHHOrO ompeneneHus: noustHo, yro [IIMTPC — sto B
MEPBYIO OYepelb KIMHUYECKU JTMArHO3, KOTOPBIA BBICTABIISIET Bpay-HEBPOJIOT Ha
OCHOBaHMHU cOOpa aHamHe3a 3a00JeBaHMs MO0 TUHAMHYECKOTO HAOMIONCHHS 3a
COCTOSIHUEM HEBPOJOTMYECKOI0 CTaryca IMalMEeHTOB, MPU HAJUYUM HapacTaHUs
CUMIITOMOB 0€3 SIBHBIX PEMUCCUI MUHUMYM B Te4eHUE OfHOro roaa. Heobxonumo
NOYEPKHYTh, UyTO JiJIs1 ycTaHoBieHus nuarHosa [ITPC Heobxoaumo ods3aTesibHOE
HHCTPYMeHTaJIbHOe mnoATBep:kaeHue (tunuyabie i [IIIPC nanasie MPT
TOJIOBHOTO ¥ CIUHHOTO MO3Ta W/WUJIU JTAaHHBIE UCCIIEIOBAHUS JIUKBOPA).

[Tocne mnepBoro roma mporpeccupoBanus tTeuenue npu I[IIIPC BechMma
HEIpEeICKa3yeMO U B 3HAYUTENIBHON CTENEHU BapbUPYET OT MAIlMEHTAa K MAlUEHTY.
Hna  IIIIPC  xapakTepHO  TMOCTOSHHOE MPOTPECCHUPYIONIEE  HapacTaHUE
WHBAIMAN3AaUN  (HEBPOJIOTHYECKOTO Je(dUIUTa), OJHAKO MOTYT OTMEUYaThCs
KOPOTKHE TEePUO/Ibl CTAOUITU3AIINY; MOSBICHUE HOBBIX/aKTUBHBIX ouaroB Ha MPT
un  oboctpenust (y 5-25%). Takum o0pa3oM, coracHO (HEHOTUITUYECKOM
kinaccudukamuu Lublin F.D., 2014, B teueHun mnporpeccupyoomux ¢opm PC
(IITPC u BIIPC) MOXHO BBIAEIUTH 4YeTbIpe (a3bl B 3aBUCUMOCTH OT HAJIMYUS
BOCTaJIeHHsI (AKTUBHOCTH) U JiereHepanuu (mporpeccupoBanus). Cormacuo Lublin
F.D., 2014, IIITPC B pa3nu4yHble MOMEHTHI BPEMEHH MOXKET OBITH JOMOITHUTEIBHO
OXapaKTepPU30BaH KaK aKTUBHBINA (¢ 000CTpeHHEeM U / WM HOBOM aKTHMBHOCTHIO HA
MPT), wimu kak HeakTUBHbIM. Takke OH MOXET ONPENeNAThCAd Kak
porpeccupyromui (mpy HapacTaHUU UHBAJIUIU3AINH, HO 0€3 HOBBIX 000CTpEHUN)
WJIA HEPOTPECCUPYIOLIU M.

AKTHBHBII ¢
[I1PC NPOrpeccHpoBaHHEM
T AKTHBHBII 0e3
NpOrpeccHpoBaHus

MripcC

n—

WHBanuamaauma

[Mporpeccupyiomiee 1 t "
3aboseBaHue Bpems
l W AxTuBHaA dasza (obocTpeHma nnm
HOBBIE o4daru Ha MPT)
B BEe3 akTMBEHOCTW K Bes nporpeccupoBaHma
BITPC

Ee3 aKTHMBEHOCTH C NporpeccupoBaHMen

W AkTMBHOCTE 623 Nporpecckm

# NoseneHme odaroe Ha MPT

Puc.1. — @azvr meuenus [IIIPC (no Lublin F.D. et al., Eur. Neurol, 2014). akmusrocmo
onpeoensemcs Hanuyuem KIUHUYeCKUX peyuousos u/unu Ho8blX/y8eautu8aouuxcs o0uazos Ha
MPT, npoepeccuposanue - Hapacmanuem UHeaAIUOHOcmu 8 meyerue 1 2ooa.



KPUTEPUU JTUATHOCTHUKMU IIITPC

Kpurepun puarHocrukn IIIIPC Ha nporsokenun nocienHux 20 jgeT
HEOJTHOKPAaTHO OOHOBISIUMCH Omarojapst paboTe MEXIYHAPOIHOW TPYIIIBI
skcriepToB. B Hactosmiee Bpemss st auarHoctuku [IIIPC  HeobOxommmo
ucroib3oBath kputrepuu Mc Donald, nepepaboranusie B 2017 roxny.

Touno Taxxe, kak u npu PC B uenoMm, npu nocraHoBke auarnosa IITTPC
JOJKHBI OBITh TOATBEPKJICHBI JIBA OCHOBHBIX TMOKa3aTessl — JUCCEeMHUHAILIMS BO
BPEMEHM M JUCCEMUHANMs B TMpocTtpaHcTBe. OnHako, B OTIUYUE OT
peuunuBupyomux  gopm, IIMIPC  xapakrtepusyercss  IPOrpecCUpPYIONINM
HapacTaHWEM HEBPOJIOTUYECKOTO Je(UIlnTa ¢ TEUCHHEM BPEeMEHHU, 0e3 KaKux-110o
obocTpeHuit u pemuccuid. M3-3a 3TOr0 OCHOBHOTO pa3nyvs B TCUCHUH OOJIE3HH
st quarHoctuku [ITTPC ucnonb3yroTes aApyrue KpUTepUH JTUArHOCTUKHU, YeM IS
muargoctuxu PPC.

JluccemuHanMs BO BpeMeHH, Kak yxe Obulo cka3aHo Bbilie, rnpu [TITPC
JOJDKHA XapaKTEepU30BaThCs IMPOAOJDKAKIIUMCS IPOTPECCUPOBAHUEM CHMIITOMOB
0ose3HM ¢ Hayana 3a00eBaHUSI MUHUMYM B T€UEHHE T0/ia, KOTOPhIE OLIEHUBAIOTCS
pETPO- WIH IPOCIIEKTUBHO.

[nsa  ompeneneHuss JAUCCEMUHANMUM B MPOCTPAHCTBE  KCIIOJIB3YIOT
pe3ynbratel MPT, koTopass HomKHA NOATBEPAUTH HAJUYUE NPH HCCIEIOBAHUU
TOJIOBHOTO MO3ra TUMUYHOTO 111 PC mopaxeHus: B BUIE OJJHOTO WK O0jiee 04aroB
JEeMUEINHU3aIud XoTd Obl B omHod w3 3 tunuuHbix 1 PC  olGmacreit
(IEepUBEHTPUKYIISIPHO, FOKCTAaKOPTHKAJIbHO, HWH(PATEHTOPUAIBHO), a TaKke
obHapyxxeHue npu MPT cnuHHOrO MO3ra AByX M 00Jjiee 04aroB JAEeMHUEIUHU3ALUN
U/ WM HalM4Me B JIMKBOPE OJHMIOKIOHANbHBIX |gG. MHTparekanbHbBIN CUHTE3
onurokyioHanbHbIX AT siBisieTcst XapaktepHoil yeptoi 3Toil popmel PC, B cBs3u ¢
YEM BKJIIOYEH B OCHOBHBIE IMATHOCTHYECKUE KPUTEPUU HAPSALY C HAIMYHEM OYaroB
JEMHUEIIMHU3AIUHA B CHUHHOM MO3TE.

Kpumepuu ouacnocmuxu INIIPC:

INIPC |1 rom  mporpeccupoBaHus  Ooyie3HH  (PETPOCHEKTHBHO WM
MPOCIIEKTUBHO) + HAIU4YKE 2-X U3 3 KPUTEPUEB:

-IMCCEMUHAIINS B MeCTe B TojJoBHOM Mo3re (1 u 6omnee T2 ouara)
-IMCCEMUHAIINS B MECTE B CIIMHHOM Mo3re (2 uinu 6osee T2 ouaron)
-nosutuBHas LICXK (omuroxnonansusie AT Ig G)

BrinonHeHre 3TUX KPUTEPUEB MOXKET MHOTAA 3aHUMATh JOBOJBHO MHOTIO
BpemeHH. [IpoBeneHHbIE HCCIEAOBaHUS TMOKa3zainu, yTo Jisi auarHoctuku ITITPC
MOJKET MOTpeOOBaThCS Ha ABA-TpU roja Oonbiie, yem aiis nuarnoctuku PPC. A ato
MOXKET TPHUBECTH K HEYKJIOHHOMY MPOTPECCHPOBAHUIO 3a00JIEBaHMSI U TOTEpU
BpEMEHU [JI1 HA3HAYEHUs TEpanuu npenaparamu, udMeHsrommmu tedenue PC
(ITMTPC), xorma onu ©Haumbonee »HdhdexTuBHb. [lodTOMy TakTUKa BeAEHUS
nanueHToB ¢ nogo3penueM Ha [IITPC npeanonaraet npoCneKTUBHOE U PETYISIPHOE
HaOMIOEHUE W MCCJIENOBaHWE, AKTHUBHYIO  TO3UIMI0O B MPOBEICHUU
muddepeHuanbHON TUArHOCTUKA M UCKIIOUCHHHM APYTMX BO3MOXKHBIX MPUYHUH
HEBPOJIOTUYECKOU TUCHYHKIIUH.



OCOBEHHOCTHU ITATOT'EHE3A IIIIPC

Kak u3BectHo, B pa3Butuu PC nMeer 3HaueHuUE MONUTEeHHAs HACIEICTBEHHAs
MPEIPACIIONIOKEHHOCTh K 3a00JIeBaHMIO, pEaIH3YIOWAscs MO BO3ACHCTBUEM
(haKTOpPOB BHENIHEH CpeIbl.

l[eHeTM4yeckue o -
aKTOpPbl BHELWWHEMN
daKTopbI cpeap
Puc.2. Ilamozenes PC. UmmyHHaa'ausperynauma

VYCTaHOBIEHO, YTO TeHETUYECKHE (DAKTOPbl MOTYT HE TOJIBKO ONpPENENSTh
npeapacnonokeHHocTh kK PC, HO u Tun Teuenus 3aboneBanus. Haubonee cuiibHble
accolMaly MPOCIEKUBAIOTCS € T€HaMW M aHTUT€HaMH IJIaBHOIO KOMILJIEKCa
ructocoBMectumMocTd (HLA). B mpoBeneHHBIX HUCCleoBaHUAX ObUIO MOKAa3aHo,
gro ramiotun  A3-B7-DR2  (15)-DQw6 accomuupoBaH ¢ KJIaCCHYCCKHUM
PEMUTTHUPYIOIIUM TEUCHHEM 3a0osieBaHus, a yacTtora Bctpeuaemoctu HLA-DR4 u
HLA-DR7 anturena Boimie npu [IITPC. Kpome Toro, monumopgHble BapuaHThI
renoB 1L4, IFNAR2 u IRF5, cBsa3anbl ¢ puckom passutus [IITPC, no ne PPC, u
MOryT ciyxkuTh Mapkepamu [ITIPC. OO0Hapy’eHue TeHOMHBIX MAPKEPOB SIBIIAETCS
JOCTaTOYHO  B@XXHBIM,  TIOCKOJBKY  MOXET  MO3BOJUTh 3 (deKTUBHEE
IIPOrHO3UPOBATh PA3BUTHE ITON arpecCUBHON (pOpMbI 3a00JI€BaHUSI.

[Tpu ananmu3e BAMSHUS (AKTOPOB BHEIIHEW Cpelbl B peaau3aluu
TEHETUYECKON MpeapacnoliokeHHOCTH K PC BBIABIEHBI CIEAYIOIIHME Pa3IHyuus
mexay [IITPC u PPC. Haubonee BakHbIM (HaKTOPOM OKpYXKaloleld Cpeabl B
naroreHe3e PC sBIsSIeTCS COJMHEYHAsh WHCOJALMS M CBA3AaHHBIA C HEW YpPOBEHb
ButamuHa D. Ponp nedpummra Butammna D BoeiaBiena tonsko nipu PPC, mpu
KOTOPOM CHUYKEHUE ChIBOPOTOUYHOTO YPOBHS BUTaMuHA D KOppeaupyroT ¢ 4acToTou
peuuauBoB. Y nauueHtoB ¢ [IIIPC xoppenduuu cHuxkeHrue ypoBHS BUTamuHa D ¢
MPOTrPECCUPOBAHUEM HEBPOJIOTUUECKON CUMIITOMATHKHU HE BBISIBICHO.

Bupyc Omnmreiina-bapp (BDb) Ttakke ywacTByeT B pa3IMUHbBIX
natopusnonornyeckux acnekrax PC. Tak, B wactHoctu, nmauueHtsl ¢ PPC Goinee
4acTO cepomno3uTuBHBI 0 BODb, uem 310poBeie B rpynne KoHTposs. Kpome toro,
noka3aHo, yto puck Mmanudecranuu PPC y cepoHeraTUBHBIX JIUIl PE3KO BO3pacTaeT
mociae cepokonBepcuu. Y manueHToB ¢ IIITPC ObutM BBISBICHBI MOBBIIICHHBIC
tutpel I1gG  k spepHomy anTureny-1 BOb, KoTopble KOppeaupoBaiu C
yBennuenneM MPT-aktuBHoctn npu  [IIPC. beuio mnokasano, yrto BOb
uHbuIupyeT B-kineTkW, YTO NPUBOOUT K HUX CO3PEBAHHIO B JIATEHTHO
WHQUIUPOBAaHHbIE, YCTOWYMBBIE K amonTto3y B-kietku mnamsartu. BOb-
uHuurpoBanuble  B-knetkn  mamsatu  obHapyxkensl npu  [IIIPC B
(G OoTMKYONOJOOHBIX CTPYKTYpax MO3TOBBIX O0OJIOYEK M MEPUBACKYJISPHBIX
MPOCTPAHCTB, & TAKXKE B IIEHHBIX JUM(PATHUECKUX Y3JIaX, SBISSACH MOCTOSHHBIM
HMCTOYHUKOM XpoHudeckoro Bocnanenus npu [IT1TPC.
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[Tposenennsie npu IITTPC naromopdonornyeckue UCCaea0BaHus BBIABISIOT
npeodiajaHue HelpoaereHEePpaTUBHbIX M3MEHEHHH HA BOCHAJIUTEIbHBIMH,
IIPY OTOM OTMEYAETCSI ~ XPOHUYECKAsl aKTHBAllMs MHUKPOIIMM B TOJIOBHOM U
CIMHHOM MO3I€ C Pa3BUTHEM alollT03a OJINTOACHAPOLUMTOB M IOBPEKICHUEM
aKCOHOB HEPBHBIX BOJIOKOH. BocnanmrensHbie usMenenus npu IIIIPC BeipakeHbI
HE3HAuUTEeNIbHO B omiinune ot PPC.

B mnarorenese IIIIPC OGonbmas ponb oTBOAUTCA B-KieTOYHOMY 3BeHY
UMMyHHTeTa. VIMEIOTCSI MHOTOYMCIEHHBIE CBHJIETENIBCTBA y4dacTHs B-KieTok B
naroreneze [IIIPC: untparexkanbnas npoxykuus 1gG, obnapyxenue B-kieTok B
oyarax JEMHUEIMHU3AlUYA, MEHHMHTCalbHbIX WHQWIBTpaTax IMEePUBACKYIISPHBIX
IIPOCTPAHCTB U B NAPEHXUME, HUINYNE ayTOPEAKTUBHBIX aHTUTEIN IPOTHUB MUEIIMHA
U €ro NpoayKTOB M, HakoHel, ycnex B-knerounoil tepanuu npu [ITPC. B-kierku
BBISIBIISIFOTCSI B MO3TOBBIX O0OOJIOUKaxX ¢ OOpa3oBaHUEM TPETHUYHBIX JTUM(OUTHBIX
(GOMIMKYIIOB  TOJNBKO IPU  arpecCMBHOM U MPOTPECCUPYIOIIEM  TEUEHHUU
3a0oneBanuu. OOHapyxeHue B-kileToOKk M Mja3MaTHMYECKHX KJIETOK B odarax
nopaxeHusax npu IIIIPC koppeaupyeT C BBIPAKEHHOCTBIO AKCOHAJIBHOIO
[IOPaKCHUS.

B nmocnennume roasl  ObLI  BBIABIEH TakOM  KJIIIOYEBOHM  MEXaHU3M
HeHpo/ereHepalui W TuOeIu aKCOHOB, KakK akKTUBalUs MHUKpOIUU. bbiio
[I0Ka3aHO, YTO aKTUBALMs MUKPOIVIMM OTMEYAETCA KaK B 04arax MOpPaKeHUs, TaK U
B BU3yaJIbHO HEM3MEHEHHOM O€JIOM BELIECTBE U HEM3MEHEHHOM CEPOM BELIECTBE.
@opMUPOBAHHE MUKPOIIHAIBHBIX Y3€JIKOB B HENOCPEICTBEHHOM OJIM30CTH OT
ITOBPEKIAEMBIX OJUTOACHAPOLNUTOB W AKCOHOB KOPPEJIHMPOBAJIO C IOKA3aTEIsIMHU
nHBaMan3anuu narueuTos ¢ [ITTPC.

Ocnoenvie namogusuonozuueckue ocooennocmu INTIPC.

e Mpeoliialanre HEHPoJereHepaTUBHBIX U3MEHEHUI HaJl BOCTIAIUTEIbHBIMU,

® XPOHWYECKAs aKTUBAIMs MUKPOIJIUU B TOJIOBHOM U (WJIM) CIUHHOM MO3Te€, CO
c1a00 BBIPKEHHBIMU MPU3HAKAMHU BOCIIAJICHNUS,

® aMoITO3 OJUTOACHAPOUUTOB, HEIPHEKTUBHOCTh WM HEJOCTATOYHOCTH
pEeMUEIMHU3AINY, TTOBPEXICHUE aKCOHOB C pa3BUTHEM aTpoduu;

® peTporpajaHas U aHTepeTporpajHas JereHeparus JeMUETUHU3UPOBAHHBIX
aKCOHOB;

e wu3MmeHeHnue aeneunu JJHK mutoxoHapuii B HeMpoHax;

® BO3pACT-3aBUCHUMOE HAKOIUICHHE >Keje3a B MO3TOBOM TKaHW, OCOOCHHO B
onsimikax PC, criocoOcTBylolliee HeHpoaereHepaluu;

® HCTOIIEHHUE (PYHKIIMOHAIBLHOTO Pe3epBa U MPOrpeCCUPOBAHUE AMOIITO3A.

IMeHHO 5TH OCOOCHHOCTH TAaTOT€HE3a IMO3BOJISIOT OOBSICHUTH OCHOBHBIE
omuusi B MoOpQoJorudeckoil kapTuHe U JjedeHun mnanueHtoB c¢ [ITIPC: B
YaCTHOCTH, MeHblnee, 1o cpaBHeHuto ¢ PPPC u BIIPC, konuuecTBO od4aros
JIEMUETMHU3AIUN, HO TIPH 3TOM OBICTPO (PopMUpPYIOMUKCS aTpOPUISCKUIA MPOIIECC
B TOJIOBHOM M CIIMHHOM MO3T€, a TakKe HU3KYI0 3(PPEKTUBHOCTH TPATUITMOHHON
MMMYHOCYTIpeccuBHOU Tepanuu U OonbinuacTa [TUTPC.
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QIIUIAEMHUOJOTIMYECKHUE U KIMHUYECKHUE OCOBEHHOCTHU IIITPC

Ocuorubie nemorpaduueckue ommuus [IIIPC or PPC cBs3anwer ¢ aByms
MoKa3aTeNsIMU: TeHJIEPHOE COOTHOLICHHUE U BO3pacT Hauaja 3a00JieBaHus.

Hons 3a6oneBumx myxuuH mpu [II1PC 3naunrtensHo Bbimie, ueM npu PPC u
cocTaBisieT npubausutenabHo 1:1, B To Bpemsa kak npu PPC 3HaumTensHO yaine
CTPaJalOT KEHIIMHBI, M TEHACPHOE COOTHOLIEHWE MY>KYMHBI: )KEHIIUHBI
cocrasiser 1: 2,5.

Ha puc.3. npeacTaBieHo COOTHOIIEHUE MYKYMH U KEHIIUH B 3aBUCUMOCTHU
ot Bo3pacra jaebrora IIIIPC, nmpu sToM, Kak BUIHO Ha puc. 3, mMaHudecTalus
cumnromoB [ITTPC ormeuaercs dame nocie 40 ner.

Qendar
B maile
€0 fema e
v
=
2
& 40
k=1
=
=
-
20
G_ —_—
=30 30 to =40 40 to =50 S50+
age at onset (years)

Puc. 3. — Coomnowenue mysrcuun u sxceHuun, gospacm oedroma IIIIPC (yum. no S. RiSVi).

Takum oOpaszom, BTopoe omimuue [IIIPC cBs3zano ¢ Bo3pactom aedroTa
3aboneBanus. [IIIPC moxeT HadaTtbecst B JIO00OM BO3pacTe, HO MaKCHMAaJbHOE
yucio Takux narueHToB (6onee 60%) mpuxomutcs Ha mepuon 40-50 ner. Ilpu
PPC, nanpotus, ne6tot nmoutu B 70% ciydaeB MpuUXOJUTCS HA 3HAYUTEIBHO OoJiee
panHuii Bo3pact 18-30 ;mer. OTcrona ciemyer NpakTUYECKUM BBIBOA, YTO IPHU
no3nHem Havane PC cnenyer nymars B iepByro ouepens o IITPC.

Tperpe ornmume: IIIIPC mnpakThueckn He BCTpedaeTcss y JAETEH U
noapoctkoB (nmpu PPC onu cocraBisior okono 10% B cTpykType 3a00i€BIIMX),
kpome Toro, npu II[IPC mnourn He perucTpupyroTcs CEMENHbIE Claydau
3a0oneBanus, B TO Bpems kak npu PPC HacneacTBenHbie (GopMbI COCTABISIIOT 2-5%
CIIy4aeB.

Knunnueckas xkaptuna [IITPC u PPC npu Hanmuuum oOuieli MHOTOo4aroBoi
HEBPOJIOTMYECKON CUMITOMATUKU TAK)K€ UMEET CYIIECTBEHHbIC OTJIMYMA. AHAIIN3
paznuuuii KaMHu4Yeckor cumnroMatuku namueHtoB ¢ [IITPC u PPC npencrasiex
Ha puc.4. Kak cineayer u3 nmpeacTaBI€HHOTO COOTHOIIEHUsI cuMnTomoB ripu PPC u
[IITPC, mnpu IIIIPC craTtucTtudeckn daimie HAOIIOMAOTCS  MUPAMUIHAS
cUMIOTOMaTuka B (QopMe HWXKHEro mnapamape3a Jubo TeTpamape3a ¢
npeobnaganremM cmactuaHocTH (80%), a Takke MmopakeHHE CTBOJIA M MO3KEUKa.
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Pa3nuuHbie CEHCOpHBIE CHUMIITOMBI (HEWpomaTH4ecKas O0Jib, THUIIEPECTE3NUS,
JIM3ECTe3Ums], apecTe3us, AJUIOJUHUSA U JIp.), @ TAaKKe 3PUTENIbHbIE PacCTpOMCTBA
(petpoOynbbOapHbie HEBpUTHI B 50% citydyaeB), HanpoTuB, THnU4HbI Jyist PPC, a npu
[ITTPC BcTpewaroTcst IOCTOBEPHO PeAKo, T.€. s [ITIPC oHM HE XapaKTEpHBHI.

50 * * = p<0.0005

45

40

35

% of patients

JIBurarenbHble UyBCcTBUTENBHBIE OnTuko- ITopaxxenus
paccTpoiicTBa paccTpoiicTBa HelpomnaTus MO3€4YKa U CTBOJIA

Puc.4. Coomnowenue nesponocuueckux cumnmomos npu IIIIPC (kpachwiti ygem) u PPC
(cunuii ygem) (yum. no S. Risvi).

YacteiM cumnroMoM [IIPC saBnsiercst KorHUTHBHAS JUCHYHKLINS pa3IMYHON
CTENIEHU BBIPAKEHHOCTH, OTMevaroasics Ooinee yem B 60% Bcex ciydaeB, B TO
BpeMs Kak npu PPC xorHuTHBHAsS AUCPYHKIMS BCTPEUACTCS 3HAUUTEIBHO PEXKE U
CBs3aHa C nepexoioM 3abosieBanus B BITPC.

Paznuuarorcst PPC u IIITPC Bapuantamu aebrota 3adoneBanus: mis [IITPC
0oJiee XapaKTepHBIM SBJISIETCS JEOIOT CO CIIMHAIBHON CUMITOMATHKH.

Eme omno cymectBennoe otiuume [ITIPC ot PPC 3akmrouaercs B Oosee
ObIcTpoM HapacTanuu uHBanuAM3anuu y namueHTos ¢ [IIIPC. B 75% cnydaeB yxe
yepe3 6-8 nmer mocie Hadana 3abosieBaHus HAOMIOAETCS  BBIPAKEHHBIN
HEBPOJOTUYECKUNA  JeUIMT ¢ pa3BUTHEM  HApYIICHUH  XOAbOBI U
camooOcyxuBanus. [Ipu aToMm, yeM nozxke ormeuaetcs ae6tot [ITTPC, Tem kopoue
nepuoj AocTkeHus mamuenTom Oamia 4,0 u 6,0 mo mkane EDSS, orpaxatomieit
CTETEeHb MHBAJIMIU3AIUH TTallUCHTA.

Hemozpagpuueckue u knunuueckue omauuusa INIMPC om PPC

yarie, yem npu PPC, 60neroT My>KunHbI

Haydajo B OoJiee mo3qHeM Bo3pacte, Ha 4-5 NecsITUIeTHH )KU3HU

ne00T C CHMITOMOB CITUHAJILHOTO IOPasKEHUS

npeoOiaaHue MUPaMUIHON CUMIITOMATHKH, a TaKXKe MOPaKEHHs CTBOJA U
MO3KEUYKa, B TO BpPEeMs KaK 3pUTEIbHbIE W YYBCTBUTCIbHBIC HApPyIICHHUS
OTMEYAIOTCS PEIKO

® KOPOTKUM NEPUOJ BPEMEHH JTOCTHKEHUS BBICOKMX 0ayuioB o mkaine EDSS

VKkazaHHble KJIMHUYECKHUE TIPOSIBJIECHHS B COYETAHUM C HEYKIOHHO
MPOTPECCUPYIOLIUM TE€UEHUEM OOBIYHO MPUBOAAT K paHHel (B mepBbie 3-4 ropa
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6one3nn) unBanuauzanuu nanueHtoB ¢ [II[PC, uyto BaxkHO C TOYKHM 3peHUs
IUTAaHUPOBAHHUS JIEU€OHON TPOrPaMMBI.

HEWPOBU3YAJIU3AIIMOHHBIE OTJIUYUS IIITPC

CymectBennble paznuuuga Mexay I[IIIPC u PPC umerorcss 1o maHHBIM
HelpoBu3yan3anuu. B yacTHOCTH, UccieaoBaHue OOJIBIION TPYIIILI MAIIMEHTOB C
[ITITPC wu3 miectu €BpONENMCKUX LEHTPOB BbIABUIO, yTo mnpu IIIIPC ouarosoe
nopakeHue Oesioro BemecTBa OONBIIMX MOJYIIAPUNA 3HAYUTEIILHO MEHee
BbIpaxeHo, yeM npu PPC: oTMeuaercs MeHbIlIee KOJUYECTBO U MHTCHCUBHOCTD
ouaroB. Ouaru npu [IIIPC gamie BIABISAIOTCS HE B OCJIOM BEIIECTBE OOJBITUX
MOJyIIapuid, a B CTBOJIE U cIMHHOM Mo3re. Y marueHToB ¢ [IITPC, necMoTpst Ha
BBIPOKCHHYIO HHBAIMIU3AIUIO U HAPACTAHNUE HEBPOJIOTHYECKOTO AePHUITUTA, PEIKO
BBISIBIIAKOTCS] OYarv, HaKaIrIMBaKOIIME TaI0JMHUM, I K€ HAKOIUICHUE TaI0JIUHUS
B CBEXKHMX OYarax He3HAYUTEJIbHOE.

s [ITTPC xapaktepHa Oosibliasi BHIPAXKEHHOCTh aTpo(UUYECcKOro mpoiecca,
Ipy 3TOM aTpodusi MO3ra pa3BUBACTCS Kak B OEJIOM, TaK U B CEPOM BEIECTBE,
BKJIIOYas Kopy, Toraa kak mnpu PPC arpodus ronoBHOTO Mo3ra pa3BUBAETCA
3HAYUTETFHO MEJJICHHEE U BBIABIISIECTCS OOBIYHO TOJBKO MPH MEpeXo/ie mpoiiecca B
BITPC. TunuuneiM HelpoBu3yanu3zanuoHHeiM mnpusHakoMm [IIIPC sBusercs
aTpodus menHoro oTaena cnuHHoro Mo3ra. Juddysunonno-renzopnas MPT taxoke
MOATBEPKAAET IMOBPEXKACHUE ILIEMHOro0 otraena crnuHHoro mosra. I[lpu MP-
CIIEKTPOCKONIUY BBIABISECTCS CHWKEHHME NAA B MO3re B ILEJIOM MU KOpPKOBas
peopraHusanmsi TOJIOBHOIO MO3ra, YTO OTPAXKaeT MPOTrPECCUPYIOIIEE aKCOHATBHOE
noBpexaenue npu [TIPC.

Xapaxkmepuote naxooku na MPT 201061020 u cnunnoz2o mos2a npu IITNIPC

e HeOONIBIIOE KOJIMYECTBO OUAroB IEMUEITUHU3AUN B TOJIOBHOM MO3re

e Oonee yacTas JOKAJIU3alUs OYaroB JEMHUEIMHU3ALMA B MO3KEUKE, CTBOJIE
MO3ra, BEpXHE-IIEWHOM OTJEJIE CHMHHOIO MO3Ta, B TO Bpems kak npu PPC —
HaJl MO30JIUCTBIM TEJIOM, B IEPUBEHTPUKYISPHBIX U CYOKOPTUKAIBHBIX 30HAX

® HM3Kas 4acCTOTA BBISABICHUS KOHTPACTUPYEMBIX 04aroB

e BhIpaXEHHas aTpodus OEI0To U CEpOro BEIIEeCTBa FOJIOBHOTO MO3ra

® TUNMYHA aTpo(us WIEHHOro OTAeNa CHUHHOTO MO3Ta, O4ard B CHUHHOM MO3Tre

Kpome »Tux pasnuumii 3a MOCIEAHUE TOABl YCTAHOBJICHBI €IIE JIBE
xapakTepHbie ocodeHHoctd MPT npu IITIPC: namuuue tieromux (smoldering)
oyaroB u auddy3HOe CHUMMETPUYHOE TOpakeHHue Oeloro  BeIecTBa,
dbopMupyIOllee CUMIITOM «TpSI3HOTO» 0Oeyioro BeliecTBa. B uccnenoBaHusx
MOCHEAHUX JIET BBISIBIIGHO, YTO «TJCIONIME» O4Yaru TMPaKTUYECKH BCeraa
HaOJIIOAIOTCA  TOJIBKO TIPU  TMPOTPECCUPOBAHUM 3a00JIEBaHUS, a HWMEHHO Y
nauuvenToB ¢ IIIIPC u BIIPC. ®opmupoBaHue «TJICIOLUIMX» OYaroB, Kak OBLIO
MOKa3aHO, CBS3aHO C TMpolleccaMy AaKTUBAIMA MUKPOTIIUM, MPOIOJKEHHBIM
AKCOHAJIbHBIM MOBPEXKJICHUEM U HEeHWpoJIeTeHepalliei.

OCHOBBIBasICh Ha 3TUX JIaHHBIX, HEBPOJIOTAM CJIEAYET ClelarTh CIEAYIOIIne
npaktudeckue BbIBOABL: 1) mpu momo3pennu Ha [IITPC MPT romoBHoro mosra
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cienyeT B 00s13aTeJIbHOM MOPSJKe CONPOBOXKAATH HCCIEIOBAHUEM IIEHHOIO
OTJeNa CIUHHOTO MO3ra; 2) OTCYTCTBHE HOBBIX KOHTPACTUPYEMbIX TaJIOJIMHUEM
ouaroB B TunuuHbIX 1j1s1 PC 30Hax He npotuBopedar quarnosy ITTPC.

JANPOEPEHIIUAJIBHAA TUATHOCTHUKA IITPC

Paznoobpasue knunaudeckux cumntomoB [IIIPC, tpynnoctu B cbOope u
OLICHKE aHaMHe3a OMpPEEISIOT CI0KHOCTU B JUArHocTuke 3toit ¢popmel PC, uto
BelneT K Hu3kol dactore BbisBieHUs [IIIPC u 3ano3namomMy Ha3HaAYEHUIO
COOTBETCTBYIOIIECH Teparmuu. B CBSI3W ¢ ITUM, HEOOXOAUM HYETKUHA aTOPUTM
nuQdepeHInaIbHO-IMarHOCTUYECKOTO MOMCKa MpH JaHHOM Tume TteueHus PC,
Ha4yMHas C IEPBOTO 3IU30/1a MTOSBICHUS HEBPOJIOTHYECKOW CUMIITOMATUKH.

Kak Oputo yxazano panee, s [IIIPC Bechma xapakTepeH AeOHOT ¢
CUMIITOMOB CIIMHAJIBHOTO HIOpaYKEHU, 4TO TpeOyer IIPOBEICHHUS
g epeHnraIbHON JUArHOCTUKHU C JIpPYTUMHA 3a00JI€BaHUSIMH,
CONPOBOXKIAFOIIMMHUCS MOPAKEHUEM CIUHHOTO MO3Ta.

KiiroueBsbie Bonpocs! pu npoBeaeHuy AuddepeHuaJbHOu JMATHOCTUKH
[ITPC pist CKIIOYeHUs APYTUX NPUYMH HEBPOJIOTH4ecKoi AucPyHKIMN:

1. Hauano 3a60neeanusn: octpeiiiee / ocTpoe / MOJ0CTpoe / XPOHUUIECKOE.

2. Teuenue 3ab0nesanusn: MoHO(Da3HOE / PEMUTTUPYIOIIEE / POTPECCUpYIOIIEe /
MOJIHOE, YaCTUIHOE BOCCTAHOBJICHHE MJIM 0€3 BOCCTAHOBJICHUS / CTAI[HOHAPHOE
/ (pIrOKTYyaI|st CHMIITOMOB.

3. Xapaxmepucmuka o4az06020 nopayxcenHus cnunnozo mo3za na MPT: nnuua,
JoKanu3aiys (BOBJICUCHUE CEPOro W/WiM OesIoro BEIIECTBa, MepeHee, 3aaHee,
[EHTPATbHOEC WM JIaTepaJbHOE  PACIOJIOKCHHWE, CHMMETPUYHOE WU
ACUMMETPUYHOE PACIIOJIOKCHHE), ITATTEPH HAKOTIJICHHUSI KOHTPACTA.

4. /lononnumenvhole KTuHUYecKUe CUMRHLOMBL.

CIMHAIBHBIN HHCYIIBT
Kpoomzmsiane

3aboneBaHmsA CIIEKTPA O
Nudeximonnsie

MeTtabonmueckue
HeormmacTH4eCKue

HacnenctBeHHBIE

IIIPC

Puc. 5. Jlugppepenyuanvras ouacnocmura 3a001e8anUll, CONPOBOHNCOAIOWUXC NOPAAHCEHUEM

CNUHHO20 MO32a 6 3A8UCUMOCMU OM epemeHu Hauadna sabonesanus. (no Mariano R. et al.,
2018)



Ocmpeiiuee nauano 3aboneeanus (6 meuenue HeCKOJIbKUX MUHYHL — UACOB):

[Ipy MonHMEHOCHOM Hauane 3a00JeBaHUsA M KIMHUYECKOM KapTHHE
MOPAXKEHUS CHUHHOTO MO3ra HEOOXOAMMO B TMEpPBYIO Ouepedb HCKIIOYUTD
COCYIUCTBIM  Xapakrep mopaxeHus (MH(paApKT COUHHONO MO3ra WIH
KpoBouznusinue). MH(apKT CIIMHHOrO Mo3ra SIBISETCS peIKUM 3a00JeBaHUEM U
coctaBimsier 1%-2% Bceil 1epeOpoBackyisipHoi martonorud. CUMITOMAaTHKA
onpenensieTcs: Tonorpadueit mopaxkeHHOro cocyaucroro 6acceiina. Mmemuueckue
MOPAKEHUS 4Yalle OTMEYAlOTCs B 30HE BaCKYJSPU3ALMM TEpEIHEH CHUHAIbHOU
apTepu Ha HUKHEM IIEHHOM WM TPYAHOM YpPOBHsIX. BHe3amHo, HA MPOTSHKEHUU
MUHYT (4aCOB) pa3BUBAETCA IIEHTPAIbHBIN HUKHUM Napanape3 (MHOTJa MOHOIape3
HOTH), KOTOPBIN B OCTpoH (pa3e 3a001eBaHNS MOXKET OBITH BSUTHIM C apedieKcuen u
CHIKECHUEM TIOJIOIIBEHHBIX PEQIICKCOB (CIIMHAIBHBIN IIOK), HO CITYCTSI HECKOJIBKO
Henenb — TpaHchopmupyeTcs B cnacTuueckuid.  OTmedaercss — 3aepikKa
MOYEHUCITYCKaHUsl, KOTOpasi IIOCTEIIEHHO TMEPEXOAUT B HEAEpPKAaHHE MOYH.
BoisBisiercst cHmkeHwe OO0JeBOM M TeMIepaTypHOM UyBCTBUTEIBHOCTH TIO
MIPOBOJTHUKOBOMY THUITYy, TJIyOOKasi 4YyBCTBUTEIBLHOCTh coxpaHeHa. boiee 70%
MalMEeHTOB OTMEYAIOT BHE3aIHOE BO3SHUKHOBEHHE BBIPAKEHHOUM 0OJIM B CIIMHE HA
YPOBHE MOPa)KE€HHUs, BCIIEl 32 KOTOPOW M Pa3BUBAIOTCS JBUraTEIbHbIC HAPYILICHHUS.
CumnrToMaTUKe HEPEAKO NPEAIIECTBYIOT IMPU3HAKK MPEXOISUIEr0 HAPYUICHUS
CIIMHAJIBLHOTO KPOBOOOPAIIIEHUS.

[Ipu mosBieHHE pe3KOil BHE3aHOM OOJIM B TPYIHOM KIIETKE WU CIUHE H
c1a00CTH HWKHUX KOHEYHOCTEH BCJIEACTBUE BTOPUYHOU UIIIEMUU CIIMHHOTO MO3Tra
HEOOXOJMMO MCKJIIOYEHUE TAaKOr0 PEAKOTr0, HO MOTEHIUAIbHO OIACHOIO
3a0oneBaHus, KaKk paccioeHue aopTel. B aTom ciyyae Heooxoaumo nposenenue KT
anruorpaduu. IIuk 4yacToThl paccioeHu a0PThl MPUXOAUTCS HA 6—7 AECATUIICTUS
KU3HU, TPU DTOM MY>KUMHBI CTpajaloT B 2-3 pa3a yamie, 4eM KEHIIUHBI.
@akTopaMH pHUCKa SBISIOTCA MOXHWIOW BO3pacT, apTepualibHas TUIEPTEH3US,
3a00J1€BaHUsI COETMHUTENILHON TKAHU, BACKYJIUTHI, OTIEpAIIMHA HAa a0pTE B aHAMHE3E.

HeiipoBusyanuzauMoHHass KaprTuHa HHGapKra COMHHOIO MO3ra
JIOCTaTOYHO  crienuduyHa:  OTMEYaeTcs
TUIIEPUHTEHCUBHOCTD apEHXUMBbI
cnuHHOro wMo3ra Ha T2-BM B 30He
KpPOBOCHAOXKEHUsI  TIEpelHed  MO3TOBOM
apTepuu.

XapakTepHble OCOOCHHOCTH oyara Ipu
MPT cnouHHOrO Mo3ra: Ha CaruTTaIbHBIX
Ccpe3ax BBISBISIETCS MPOJIOHTUPOBAHHBIN
«KapaHaameoopa3Hblii» o4ar B MepeaHUX
OTJieJIaX CIMHHOTO MO3Ta; Ha aKCUaJbHBIX
cpe3ax 3Ta 30Ha U3MEHEHHOIO0 CUTHAJla B
KJIETKaXx TMepeJHero pora, Haubosee

YA3BUMBIX JUJIA HIIEMHUH,
HAIlOMHUHAET «rjla3 3Meuw», WIH Puc.6. —«Kapanoaweobpasnwviily ouaz, cCumMnmom
«COBUHBIMN rjaas» (puc. 6). «enaz smeu» npu ungapkme cnurHO20 Mo32q.
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CMexHbplli MH(pAPKT Tela MO3BOHKA MOATBEPXKAAET AUArHO3 M BCTpedaeTcs B S5—
35% cnyuaes.
Jlokanu3anys MaTtoJOrMYecKuX M3MEHEHWH: AUCTalbHas 4acTh IPYAHOrO OTHEa
CIIMHHOI'O MO3T'a B 30HE apTEPUAIILHOTO «BOJ0OPA3AEIIAN.
Pa3mepbl NaTONOTHYECKUX M3MEHEHUH OOBIYHO Oosiee 1 MO3BOHOYHOIO CErMEHTa
10 MIPOTSKEHHOCTH.
KoHTpacTHOE HAaKOIJIEHHE B OCTPO CTaaUU OTCYTCTBYET, BO3MOYKHO IMATHUCTOE
HAKOILJIEHUE KOHTPACTA B MOJOCTPYIO CTAUIO.
DWI: Orpannuenne auddysun Ha AudEdy3nOHHO-B3BEIICHHBIX H300paKeHUAX
BBISIBIIICTCS HE O0Jiee Heenu, HO O0jiee YyBCTBUTENBHO, ueM T2-BU.
CnuHaabHbIe KPOBOU3IUSIHUSA OBIBAIOT UHTpPaMeIyJUIIPHBIMU
(remaromuenusi), CcyOapaXHOMAAIBHBIMHA  (TIOJ  TAYTHHHOW  OOOJIOUKOW),
cyOnypanbHbIMU (MEXIY TBEPJAOW M MAyTHHHOW OOOJIOUKOW), SMUIypadbHbIMU (B
IPOCTPAHCTBO MEXIY CTPYKTYpaMM IMO3BOHOYHOTO KaHala W TBEPIOMl MO3roBoO
oOosioukoit). IlosiBIEeHHIO CHUMOTOMATUKU MPEIIECTBYET pPE3KOe (PU3NUYECKOE
HaIpsDKEHUE WM TpaBMa, MOCJIE€ KOTOPOro MOSIBIAETCS OCTpas HapacTrarouas B
TE€YEHHE HECKOJIbKMX 4YacoB (iHel) Oosnb B 00JacTH MMO3BOHOYHUKA HA YPOBHE
MOpPaXXEHMsI, KOPELIKOBbIE OO0JM, CHUMITOMATHKA IIOJHOTO WM MOJIOBUHHOIO
NOMEPEYHOr0  MOpaXeHWsT  CIMHHOrO  Mosra  (mapesbl,  HapylleHHE
YyBCTBUTEIBHOCTU  HIDKE  IOpPa)XXEHMs, Ta3oBble  paccTpoiictBa). Ilpu
cy0apaxHOUJaIbHOM KPOBOU3IHUSIHUM BBISBISIOTCS OOIIEMO3TOBbIE, 000JI0YEUHbIE
CUMIITOMBI.
HeiipoBu3yaiu3anMOHHAs KAPTHHA TIeMOPPArH4ecKOro CIUHAJIbHOIO
HHCYJIbTA XapaKTEepHU3yeTCs

CIIETYFOIIHMHU OCOOCHHOCTAMH. | aiid il 8 il k8 b B

B octpeiiiem nepuojie (MeHee CYyTOK) OcTpeiimmii (McHee CYTOK) ()
KPOBOM3JIUSHUE BBITISIIUT KaK | Ocrpan cramms (1-2 aems)
W30MHTECHCHUBHAS WIIN

— 7
IMMOMHTEHCHBHAs 06acTh Ha T1-BY, | P2HHAL HogocTpas (-Tmmm) | )

B TO Bpems kKak Ha T2-BU curman |Ilosmeas momoctpas (7-14 num)
MOKET OBbITh KaK HM30UHTEHCUBHBIM, |[octe 14 1a7

TaK W I'MIIO- WX T'HIICPUHTCHCHUBHBIM. ... u
.- THIIOHHTCHCHEHBIH - H30HHTCHCHEHBIH

Mzobpaxenus Ha Tl 1 T2 (- THNepHHTEHCHEBHBIH

®
9

)

HMITYJIbCHBIX IIOCJIICAOBATCIBbHOCTAX

MEHSIOTCSL €O BpEMEHeM, Onaromaps Puc. 7. — Humencuenocms cuenana 8
YeMy MOXHO CyAUTh O JaBHOCTH UMnybCHuIX nociedosamenviocmsax T1u T2

KpOBOI/I:‘UH/IfIHHH. B OCTPYIO CTaJIHIO (1 _2 6 zasucumocnmu om nepuoc)a KDOBOU3ITUSAAHUAL.
JTHSI) B UMITYJIbCHOM TOCJIEIOBATEIbHOCTH T2 MHTEHCUBHOCThH CUTHAJIA TAJaeT, a B
MMITYJIbCHOW mocneaoBaTesbHoCcTH T1 curnan ocraercs n3oMHTEHCUBHBIM. C 3 10
7 nHa (paHHsAsS nojocTpas craausi) Ha T1-BU curHan yBenuuuBaercss u
MOCTENIEHHO CTAHOBUTCS TUIEPUHTEHCHBHBIM, a Ha T12-BU curnan ocraercs
TUIIOMHTCHCUBHBIM. 3aTeM 00a curHania yBenununBatoTcs 10 14 mus. [locne 14 nus
curHaiel U B T1, u B T2 uMIyJIbCHBIX MOCIEIOBATEIBHOCTIX YMEHBIIAIOTCS, U
00J1aCTh BBITIISIUT «TEMHOW» (puc.7).
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YV BO3pacCTHBIX MALMEHTOB C OCTPHIM PA3BUTUEM CUMITOMATUKH MOPAXKEHUS
CIIMHHOTO MO3ra ayTOMMMYHHBIE 3a00J1€BaHus (PacCesiHHBIN CKIepo3, 3a00IeBaHUs
CHEKTpa OINTUKOMUEIUTA, OCTPHIA MOMEPEYHBIA MHUEIUT) MOTYT OIIUOOYHO
TPaKTOBAaTbCS KaK COCYAHMCTOE MOPAKEHHE CIMHHOTO MO3ra, TeM 0oJjiee 4YTO |
HEHPOBU3yaIU3AIMOHHAS KapTUHA MOXXET BBI3bIBATh CIIOKHOCTH B MPOBEJICHUU
b depeHnanbHON TUarHOCTUKY MEXIY STUMHU 3a00J1€BaHUSIMU.

Ocmpoe / nooocmpoe nauano 3a060.,1e6aHus

YuuThiBas CXO0XKECTh MNEPBUYHBIX MNpu3HakoB W cumnromo IIIIPC c
ONTHKOHeBpOMHeIUTOM  (Oone3npto  JleBWka), HEOOXOAWMMO TIPOBEICHUE
auddepeHInaabHOl JAUATHOCTUKH € JTUM TSOKENBIM  JEMHUEIUHUZUPYIOMIUM
3a0oneBanueM. KimHuyeckass KapTHHA ONTHKOHEBPOMHUENWTA IIPECTaBICHA
COYETAaHWEM HEBpPUTA 3PUTEIBHOTO HEPBA M NPOJOJIBHO PaCIpPOCTPAHEHHOTO
MONEPEYHOT0 MHUEIUTA, KOTOPhIE MOTYT BO3HHUKAaTh KAaK OJHOBPEMEHHO, TaK U C
MHTEpBajgaMu B Mecsaubl U rofsl. B ornuune ot [IITPC nopaxxeHne cnmHHOro Mo3ra
IpU ONTHUKOHEBPOMHEIUTE MPOTEKAET B (pOpME MOJHOrO MONEPEYHOIO MHUEIHUTA C
nokanuzanuen B 80% ciayyaeB B IpyIHOM OTJEINE, OBICTPHIM Pa3BUTHEM (B TEUEHHE
HECKOJIbKMX JHEW WIN JaXXe YacoB) CHUMMETPUYHBIX TI'pyObIX JBUTaTEIbHBIX,
YyBCTBUTEJIbHBIX HAPYILICHUH, 3a/lep>KKoi / HexepkaHueM Moud, kaja. Hepenko
OTMEYaeTcsl KopeukoBas Oonb, cumnroMm Jlepmurra. [lopakeHue 3puUTENBHOTIO
HepBa OOBIYHO COINPOBOXAAETCS OOJIEBBIMH OIIYIIEHUSMU B 00JAacTU OpPOUTHL,
MOJIOKUTENbHBIMA  3PUTENIbHBIMUA  (pEeHOMEHaMH  (BCIIBIIIKK CBETA, HCKPBI) U
nporekaer Oonee Tsxenoe, yem npu PC ¢  MoOaHOW OJHO- WM ABYCTOPOHHEH
notepeid  3peHuss. Ilpy  pacnpocTpaHeHMM  MATOJIOTMYECKOrO  odara Ha
MpOAOJTOBAThIE  MO3r  (oOnacTh area Postrema) BO3MOXKHO — TOSIBIICHHE
HEIpEKPaIatoeiicsl UKOThI, TOIIHOTHI U PBOTHI.

B cBsi3M C MOSABIEHHEM HOBBIX KIMHUYECKUX, HEHPOBU3YaTU3ALMOHHBIX U
nabopaTopHbIX AaHHBIX, B 2015 romy nmpou3onuii M3MEHEHHs B TEPMHUHOTHUU H
JUArHOCTUYECKUX KPUTEPUSIX ONTHKOHEBPOMMENNTA. A HMEHHO, BBIIEIECHA LieJas
rpynmna JAeMUETHHU3UPYIOMIHNX 3a0071eBaHNN IEHTPATIbHOW HEPBHOW CUCTEMBI, TIPU
KOTOPBIX KJIMHUYECKH HaOJI0aeTCsl MPEUMYIIECTBEHHOE MOPaKEHHUE 3PUTEIbHBIX
HEPBOB W/MJIM CIIMHHOI'O MO3ra, 0003HayaeMble HOBBIM TEPMHHOM «3200/1eBaAHHUS
cnekTpa  ontukoHeiipomuenutay (3COHM). Ilpu 3TOM  TEepMUHBI
HEHUPOONTUKOMUEIUT, ONITUKOMHUEIHUT TENEPh BHIXOAAT U3 YIOTPEOICHUS.

Huddepenunansuyto nuarsoctuky [IITPC 1 3COHM ob6neryaer BbIsiBlIeHHE
antuten Kk akBanopuny—4 (AQP4-IgG) B cwiBopoTke OosbmuHCTBa (70-90%)
naiueHToB ¢ 3COHM. AxkBanopuH—4 SBIE€TCS OAHUM M3 OCHOBHBIX BOJIHBIX
tpancnoprepoB B I[[HC, mnpeumyliiecTBEHHO pacnojiaramomuiics B MeMOpaHe
aCTpPOLIMTOB, KOTOpbIE YYacTBYIOT B (OPMHUpPOBAHMU TeMaTOdHILEPATUIECKOrO
6apnepa. CornacHo paszpaborannbix kputepueB 3COHM, 2015 muarno3 3COHM
MO>KET OBITh YCTAHOBJICH U y CEPOHETATUBHBIX MAIlMEHTOB, a TAK)KE Yy MAI[IEHTOB C
HensBecTHBIM AQP4-IgG cratycom.

[Tpu oOnapyxenun antutren k AQP4 nuarnoz 3COHM ycranaBnuBaercs
IIPY HAJIMYWU OJHOIO W3 IIECTH MEPEUYMCICHHBIX HUKE KIIMHUYECKUX CUHIPOMOB.
IIpn OTCYTCTBMM AHTHUTEN WIA HEBO3MOXHOCTU NPOBEJIEHUS TECTUPOBAHMS HA
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aHTUTEIAa HEOOXOIUMO HAIMYME KaK MUHHUMYM JBYX Pa3IMYHBIX KIMHAYECKHUX
OposBJICHUA (OAHO W3 KOTOPBIX OTHOCHTCS K HauOoyiee TUIHUYHBIM),
ITOJITBEPKICHHBIX TaHHbIMU MPT.

HeobxoaumMo OTMETUTh, YTO Yy YacTH MAaIMEHTOB C CEPOHEraTUBHBIM
3COHM BBISIBASIOTCA aHTHUTENA K TVIMKOMPOTEMHY MHUEIMHA OJUTOJICHIPOIUTOB
(MOG-IgG). [IlIpoBenecume TtectupoBanuss Ha AQP4-IgG u MOG-IgG
PEKOMEHJyeTCsl  BBIIOJHUTH JO JIEYEHHUS, TMOTOMY 4YTO  CHIBOPOTOYHAS
KOHIICHTpAIsl AHTUTET MOXET YMEHBIIAThCS TIOCIEe HWMMYHOTEpAIlUd, XOTS
aHTHUTENA PEIAKO UCUE3al0T, HO MOTYT CTAHOBUTHCS CIA00TOI0KUTETHHBIMH.

Knunnueckn aias 3COHM xapakrepHo:
1. OnTuyeckuii HEBPUT € MOPAKEHUEM OJTHOTO WJIK 000UX IJ1a3;
2. OcTpplil NONEPEYHBIM MHUEIUT, ACCOUMUPOBAHHBIA C HAJUYUEM PaTUOJIOTHYECKH
MOATBEPKICHHOTO OYara MOPaKeHUs CIMHHOIO MO3ra, KOTOPBIM PacHpOCTpaHAETCs IO
JUIMHHUKY Oojee uyeM Ha 3 TO3BOHOYHBIX cerMeHTa Ha T2-BU wu sBusercs
THIIOMHTESHCUBHBIM Ha T1-BU;
3. CunapoM area postrema: B3MHU30J HUKOTHl WJIH TOIIHOTHI, PBOTHI, KOTOPBIM HE
OOBSACHSIETCS IPYTUMU MPUUNHAMU;
4. OCTpbIii CTBOJIOBOW CUHAPOM;
5. CumnToMaTuyeckass HApKOJIETICHS WM OCTPBINA AudHIE(DaTbHbI CHHAPOM C HATMYUEM
Ha MPT tunnuneix 1t 3COHM ouaroB nopaxeHus AusHUedanbHOM 00nacTu;
6. CumnToMaTUYecKuil 1epedpaibHblii CUHIpPOM ¢ HamuyueM Ha MPT Tunuusbx ams
3COHM ouaros.

HeiipoBusyaausanuonnsie xapakrepuctuku 3COHM
MPT cnivHHOTr0 M03ra, OCTpbIii MEPUO/
OO61KpPHOE MPOJI0JILHOE U MONEPEYHOe NOPaKEHNE CIIMHHOTO MO3ra:
— YBEJIUYEHHBII CUTHAI Ha
CaruTTAIBLHBIX T2-BU,
pacrmpocTpaHsonuiicsa Ha 3 unu 6osee
CMEXHBIX CETMEHTA CIIMHHOTO MO3Ta;
— npeo0aianue MOPAKEHUS
HEeHTpalIbHBIX OTAeNoB (Oonee 70 %
MIOPAKEHUS PACTOJI0KEHO B Mpenenax
CEpOro BEUIECTBA);
— HAKOIUICHWE TaJO0JMHUA B oOdare
MOpaXKeHUs Ha T1-BU (6e3
crnenuuYecKoro pacrpeaeaeHuss Win
MaTTepHa HAKOILJICHUS KOHTPACTa)
Hpyrue xapakTepHble MPU3HAKH,
KOTOPbIE MOT'YT OBITh OOHAPYIKECHBI:

—  POCTPAJIBHOE  PACHPOCTPAHEHHUE
MOPaKEHUS B CTBOJI TOJIOBHOTO MO3Ta;
— paciupeHne/0TeK CIIMHHOTO MO3ra;
— CcHWkKeHMe cur"Haga Ha T1-BU,
COOTBETCTBYIOIIETO obnactu
MOBBIIIEHHOTO curHaia Ha T2-BU.

Puc.8. — MPT nayuenma ¢ onmukomueaumom.
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MPT cnvHHOr0 M0O3ra, XxpOHU4YeCKas CTausA:

[IpomonbHO pacmpocTpaHsomascs arpodus COMHHOTO MO3ra (YeTKas JeMapKalnOHHAS
aTpodusi, pacpocTpaHsomascs 0ojiee 4eM Ha TPeX CMEXKHBIX MOJHBIX CErMEHTA).

MPT 3puTe/IbHOrO HEepBa:

OnHo- WM ABYCTOPOHHEE MOBBINMICHHE curHaia Ha T2-BU wnm ycuneHue HaKOIICHUS
ragonunus Ha T1-BU B 3puTenbHOM HEpBE WM ONTHYECKOW XHa3Mme; MPOJIObHBIC
MOBpEXKACHUS (OXBAThIBAIOIIKME OOJIee MOJOBUHBI PACCTOSIHUS OT OPOUTHI JO XHUA3MBbI) C
BOBJICUEHHEM 3aJHUX OTJIEJIOB 3PUTEIHHBIX HEPBOB W XHA3MBI

MPT rojsoBHOro Mo3ra:

— OYard B IOpCaJbHBIX OTJIEJaX MPOI0JIrOBaTOro0 Mo3ra (0coO0eHHO area postrema);

— MEepUARTNICHANMAIIbHBIE TOBEPXHOCTH YETBEPTOT'O KEIyJ0UKa B CTBOJIE TOJIOBHOTO MO3Ta
/ MO3KEUKe;

— odYard B THIOTajamMyce, TajlaMyce WJIM C BOBJICYCHHEM IMEPHUIICHINMATBHBIX
MOBEPXHOCTEH TPETHETO JKEIMyI0UKa;

— KpPYITHBIE CIUBHBIC OJHO- WJIM JBYCTOPOHHHE CYOKOPTHKAJIBbHBIC OYarW WJIM OYard,
PacCIOJIOKEHHBIE TIIYOOKO B O€JIOM BEIIIECTBE;

— pmnuuHble (1/2 nauHBL MO30IMCTOTO Tela WM Ooliee KpymHbe), nuddysHble,
reTepOTEeHHBIEC MOPAKEHUSI MO30JICTOTO TENa ¢ MPU3HAKAMH OTEKa.

— JJTMHHBIC TOBPEKICHUS KOPTUKOCIMUHAIBHOTO TPaKTa, OJHO- WM JIBYCTOPOHHHE, C
BOBJICUCHUEM BHYTPCHHEH KarTlCyJIbl 1 HOKEK MO3Ta;

— oOmupHbIE TEPUIIICHIUMATIbHBIE OYard TMOPaXEHUsI TOJOBHOTO MO3Ta, 4YacTo
HaKaIuIMBaoIMe raJ0IuHUN

Kpacnbie ¢paaru (He Tunuuno aias 3COHM)
I'os10BHOM MO3T

Tunnunsie g1 PC usmenenus Ha T2-BU:

— o4Yaru NneprneHIuKyIsIpHble O0KOBOM MOBEPXHOCTH elya0uka («manbiibl JloycoHay);
— oyaru, mpujieramIime kK 00KOBOMY KeIyJ0UKy B HIDKHEH BUCOYHOM J1071e

— IOKCTaKOPTUKAJIbHbBIC OUYaru ¢ rnopaxenremM U-BOJIOKOH;

— KOPKOBBIE OYaru.

HN3menenust MPT, orauunbie ot PC u 3SCOHM
— 0Yaru ¢ JUIMTEIbHBIM (>3 Mec.) HAKOIIJIEHUEM TaJI0JIMHHUS;

CnnHHOM MO3T (XapakTepuCTHKH, 0oJiee npucymue PC, vem 3COHM)

— Ooyaru MeHee 3 CMEKHbBIX CETMEHTOB CIIMHHOI'O MO3Ta Ha CaruTTaJIbHBIX U300PaKEHUSX;
— oyYaru, pacmojioKeHHble MpeumylecTBeHHo (70%) B mnepudepudeckux oTaenax
CIIMHHOTO MO3Tra Ha aKCUAJIbHbIX CHUMKaX;

— muddy3HOE HEUETKOE M3MEHEeHUE curHana Ha T2.

Hcnonp30BaHue MpeACcTaBICHHBIX KputepueB st auarHoctuku 3COHM 2015
roja obneruaet nposeneHue nuddepennmansHoro auarno3a ¢ PC u TITPC u no3Bossier
n30exaTh Ha3HaueHus npenaparoB, u3Menstonmx teuenue PC (IIUTPC), koropeie, kak
ObLIIO MOKa3aHo, MOTyT yxyamarth Teduenrne 3COHM.
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Muddepenunanbuas auarnocruka [IPC
¢ uHpekuoHHbIMU 3a00JieBanusavu [IHC

Kmuanueckyro  kapruny IIIIPC  Moryr uMuUTHpOBaTh  pa3jiMyHBIE
uHpekunonnsle 3aboneBanust [[HC, B ToM umncie BechMa pacmnpoCTpaHEHHBIN B
PecnyOnuke benapycy Heiipodoppenno3. ClOXHOCTH BBI3BIBAIOT T€ CIydau
6one3nu Jlaiima, Korjga mHanMeHTHl HE YKa3blBalOT Ha (hakT yKyca Kiema u
KOJBLUEBUJIHYIO  J3pUTEMYy B  aHaMHe3e.  KiuHMYeckue  TIpOsBIICHHUS
HeilpoOoppenno3a 3aBUCAT OT CTaauu 3abosieBaHus. PaHHMI HelipoOoppenno3
4ale BCEro MPOSIBISIETCS OJHO- WIM JIBYCTOPOHHUM IIOPaKEHUEM JIMLIEBOTO HEPBA,
aCeNTUYECKUM MEHMHIUTOM, paaukyiomnaruei. [lo3auuii Ooppennos nporekaer B
dopMe paccesHHOro sHUE(PATOMUEINTA C PA3BUTHEM AM3APTPHUH, CHACTHUYECKOIO
TeTpamape3a M aTtakcud.  OCOOEHHOCTHM  KIIMHUYECKUX  IPOSBICHUIM
HEHpoOOppenno3a, B YaCTHOCTH HAJIWYUE PAHHETO U BBIPAKEHHOI'O MOPaKeHUS
nepupepruuecKux HEPBOB M KOPEIIKOB, COIYTCTBYIOLIEE MOPAKEHUE CYCTAaBOB U
cepAlla MO3BOJISIIOT 3aMoJ03pPUTh HAIMYKE JAHHOW CHUpOXeTHOM uHpekuunu. B
uepedbpocnuHanbHo xuakoctu (LICXK) npu Oonesnm Jlaiima omnpexaensercs
IJIEOLIMTO3 U MOBBIIICHHE OeKa.

HeiipoBu3yaiu3zanMoHHble M3MEHEHHMsI NPH HeiipoOoppenuno3e HMEIOT
CBOM OCOOEHHOCTH: runepuHTeHcuBHbIe Ha T2-BU ouyarn oObr4HO Oosee Menkue
(Mmenee 5 wMm B guametpe), dyem npu PC, pacnonararorcsi HE TOJBKO
nepuBeHTpuKkyysapHo (kak npu PC), HO u CcyOdNMMHOUMAIBHO, a TaKXkKe B
MOJIKOPKOBBIX TFaHTMAX (4To He xapaktepHo aiia PC), mocie BBeAeHHUs] KOHTpacTa
4acTo HaOJI0JaeTCsl €r0 HaKOIJIEHHE MO3TOBBIMU 000JI0UKaMH (HE XapaKTEepPHO IJIs
PC), Her ouaroB B CHOMHHOM MO3r€. JUIsL UCKIIFOUYEHHS XPOHUYECKOIO
Ooppenno3Horo sHIeanmoMuennTa HEOOXOJUMO OMNpPEAeIUTh aHTHUTENa K
B. burgdorferi merogamu nMmyHO(hEpMEHTHOTO aHAM3a W/UIM UMMYHOOJIOTTHHTA
B ChIBOpOTKE KpoBU M jukBope wiu JIHK Oakrepun meTonom mnmoiMMepasHOM
uenHoi peakuu (I1L{P) B tukBope.

[IITPC wnepenko mnpuxoautcs auddepeHInpoBaTh € HEBPOJOTHUYECKHUMU
ocnoxkHeHnsMrn  BUY-undexkumu. Yame Bcero mNpuxXOAUTCS NPOBOJIUTH
muddepennmanbuplii - guarHo3 ¢ BUY-acconunpoBaHHBIMM ~ MUHUMAJIbHBIMU
MO3HABaTENIbHO-ABUTaTeNIbHBIMU paccTpoiictBamu, BUY-sHuedanonatueit u BIY-
accouuupoBaHHol wMwuenonatue. M3menenus Ha MPT um B ILCX HocaT
Hecrenuuueckuii  xapakTep, MOATOMY JUIsl TOATBEpX AcHUS auarnoza BUU-
UHpEKIUU HEOoOXOAUMO NPOBOAUTH BUPYCOJIOTUYECKOE HCCIENOBAaHUE U
ONPENENIATh UMMYHHBIN CTAaTyC NALUEHTA.

[lpu  BUY-urdexnmn  MOXKET  pa3BUBATHCS  MPOrpeccUpyroIas
MYJbTH(OKAIbHAA JieiikodHIedantonaTus, KOTOpas MPEACTaBIsIeT COOOM
ONMMOPTYHUCTUUECKYIO HH(EKIHI0, O0yCIOBICHHYIO0 TnonuomMaBupycom JCV.
Kpome nammenToB co CIIM/om, 3Ta MHGpEKIMS MOXET pa3BUBATHCI U Y APYTHX
MMMYHOKOIPOMETHUPOBAHHBIX JULL. s 3a0o0sieBaHus XapaKkTepHO
IIPOIPECCUPYIOIIEE TEYEHUE C IIOCTENEHHO HapacTalUMM T[EeMUIIape30M,
PAaCCTPOMCTBOM pPEYX, HAPYLWICHUEM 3pEHUS WM KOOpAMHAUUMU ABWXKEeHUU. MPT
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qaCTO BbIABJIICT MHOXKCCTBCHHBIC ACHMMCTPHUYHBLIC YaCTO CIIMBHBIC OYadru
ACMUCIINHNU3allnuNU, Hanbojee YacTo O6Hap}7)KI/IBaCMBI€ B TEMEHHO-3aThLIOYHOMN
O6HaCTH, MO30JIUCTOM TCJIC M MO3XKCUKC. I[JISI HOpa}KGHI/Iﬁ XapaKTCPCH OYCHb
Hu3kuii Tl-curHanm u BOBJICUCHHE B Imponecce CY6KOpTI/IKaJH>HLIX U-BOJ'IOKOH,
YCHIJICHHUC ITOCJIC KOHTPACTUPOBAHUA OTCYTCTBYCT.

B HekoTophix ciywasx TpeOyercs mpoBelneHue AuQ@epeHunnanbHONn
muarHoctuku [ITTPC ¢ Helipocuduimcom, KOTOpbI MOKET pa3BUBAETCA Ha 000
cTaauu CUPUINTHYECKOM WH(QEKIMKU, BKIIOYas TEPBUYHBIM, BTOPUYHBIA U
TpetnuHblid cudunuc. [TopaxkeHne COMHHOTO MO3ra Yaile BCTPEYaeTcsl Ha CTaauu
TpeTUYHOTO cuuiIuca MU HOCHUT XapaKTep CHHHHON cyxoTku (tabes dorsalis).
Bo3nukaer cnuHHas cyxotka udepe3 10-15 mer mociie 3apakeHusi, KIMHUYECKHE
MPOSIBJICHUS] BKJIIOYAIOT 3 CTAaIuU: HEBPAITHYECKYIO, aTAaKTHYECKYI0 W CTaJUIO
rpyOBbIX JIBUTATEJbHBIX pAcCTpOMCTB. BHauane y mnanueHTa NOSBISIOTCS
YyBCTBUTEJIbHBIE PACCTPONCTBA, CTpENSIOIIME OOIM B HWKHUX KOHEUHOCTSX,
NOSICHUYHOM OTJEJIE, 3aTEM B pe3yJIbTaTe BOBJIEUYEHUS 3aJHUX CTOJIO0B CIIMHHOIO
MO3ra  Pa3BUBACTCSl CEHCUTUBHAsA AaTAKCHUSA, YCHIMBAOLIASCA IPU OTCYTCTBHHU
KOHTPOJISI 3pEHMs], HApyIIEHUE MBIIIEYHO-CYyCTaBHOIO YyBCTBAa W BHOpAIMOHHOM
YYBCTBUTEJIBHOCTU B HOIaX, OTCYTCTBHE CYXOXWJIbHBIX pe(JIEKCOB, MbILICUHAs
TMIIOTOHUS, Ta30Bbleé PACCTPOMCTBA, BKIIOYAs JSPEKTHWIbHYIO JIUC(HYHKLHIO,
aptpomnatuu (cycras lllapko). [Ipu ocmoTpe oOHapyxuBaeTcsi cuMOTOM Apraitis
PobGeprcona.

Ha MPT cnuHHOro Mo3ra mpu CIMHHOW CYXOTKe BBISBISIIOT aTpo(dHio
3aIHUX CTOJOOB W NPOJOHTMPOBaHHbIE THNEpUHTEHCHBHbIE B T2-BU ouarm.
OnucaHbl €IUHUYHBIE CIIy4ad OYaroBOro IMOpPa)XEHUs CIOMHHOTO MO3ra Mpu
CU(UIUTUIECKOM MEHMHTOMUEINTE, BACKYJSPHOM MHUEIUTE WU MEXaHUYECKOM
caaBiaeHU rymMmmoi. Ceposiornueckoe ncciae0BaHle KPOBHU U LIepeOpOCTTMHAIEHON
KUJKOCTH MO3BOJIIET YTOUYHUTD JUATHO3.

Aundppepenunanbuas nuarnoctuka IHITPC ¢ Heiipocapkongo3om

Heiipocapkon103 siBIsieTCS OJJHUM U3 MPOSBICHUN CUCTEMHOIO CapKOUA03a
U TPEACTABISIET COOOM MPOTPECcCUpPYIOIIee MOPaKEHUE HEPBHOW CHUCTEMBI, MpU
KOTOPOM MPOUCXOJUT 00pa30oBaHUE rpaHyJsieM B 000JIOUYKaX U TKaHU TOJIOBHOIO U
CIMHHOTO MO3ra, KpaHUAJIbHBIX U epru(pepruuecKux HepBax, Mbimax. Okono 5%—
25% caydaeB CHCTEMHOIO CapKOHMJ03a COMPOBOXKIAACTCS HEBPOJIOTHUYECKUMU
cumntomamu, B 4%—43% u3 HUX OTMEUYaeTCs MOPAKEHUE CIMHHOIO MO3ra, HpH
KOTOPOM CHUMIITOMAaTHKAa MUEJIONATHH YacTO SIBISIETCS MEPBBIM IMPOSIBICHUEM
3a0osieBanHus. M30mupoBaHHOE MOpPaXEHHWE TOJIBKO CHMHHOTO MO3Ta OTMEYaeTcs
kpaitHe penko (<0,5% cayudaeB capkoupgo3a). KiuHuueckas  KapTHHA
HelpocapKou03a 3aBUCUT OT JIOKATU3alMU TpaHyJeM M MOXKET MpOSBIATHCA
pa3HOOOpa3HBIMU CHUHAPOMAaMH, CPeIu KOTOPBIX Hambojee 4acTO BCTPEeuaroTcs
HEBpOMNATUM 4YEepenHbIX HepBOB, TNaBHbIM obOpazom Il, VII, VIII, a taxxke
MEHUHTCAIbHBIA, TMHUPAMHUAHBIA  CHHAPOMBI, ONWICITUYCCKUE  MPHUITAJIKH,
HecaxapHbIi TUabeT U Jpyrue SHAOKPUHHbBIE HAPYIIHEHUS BCIEICTBUE TTOPAXKEHUS
runoTagaMo-runoguszapHoi o0JacTu.
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Ouarn nopaxenusi Ha MPT npu Helipocapkouno3e MOryT OBITh
TPYAHOOTIMYUMBI OT 04aroB AemuenuHuszanuu npu PC. Yaie Bcero BcTpevaroTcs
odaru OKpyriioi ¢opmbl runepuHTeHcuBHbIe B T2-BU, runovnredncuBnbie B T1-
B B mnepuBEHTPUKYJISPHBIX 30HAX, OEJIOM BeIIECTBE, Oa3albHBIX TAHTIMIX.
OnuHOYHBIE O4YArM MOTYT JIOKAJIU30BAaThbCsl B CTBOJE MO3ra W IOJYIIAPHUIX
MO3KeuKa. JIMarHOCTUKE MOKET IMOMOYb BBISBICHUE YTOJIIEHUS JIENTOMEHUHKCA,
C YCUJICHHEM IIOCJ€ KOHTPAaCTUPOBAaHMS, TJAaBHBIM 00pa3oM Ha OCHOBaHUU
TOJIOBHOTO MO3ra, C BOBJICYCHHEM B TMPOIECC CYMpacelUIIpHON 00IacTu u
YEPENHBbIX HEPBOB, WM, PEXE, KABEPHO3HOTO CHHYCA, BO3MOXHO TOYEYHOE
HaKOIUIEHUE KOHTpacTa BEIIECTBOM MO3ra. JIenTOMEHMHIE€aIbHBIE IOPAXKEHUS
OOBIYHO TISATHUCTBIE, TOJICTBIE W HANOMHMHAIOT Yy3eiku. Hepenko ormewaercs
UHQUIBTPATUBHOE  PACIPOCTPAHCHHE  JIEITOMEHUHICAIBHOTO  YCHIIGHUS  C
MOBEPXHOCTU TOJIOBHOIO WJIM CIMHHOIO MO3ra B MapeHxumy (M0 XOay
MEePUBACKYJISIPHBIX MPOCTPAHCTB). MOTYT Takke OOHAPYKUBATHCS TypalibHBIEC U
BHYTPUKOCTHBIE I'paHyJIeMbl — FTOMOT€HHbIE, 0€3 HEKp03a, YCUIMBAIOIIMECS 110CIIE
KOHTPACTUPOBAHMS U OOBIYHO TUIIOMHTEHCUBHBIE Ha T2-BU.

[Ipu MPT cnimHHOTO MO3ra HEHPOBHU3YyaIM3AIMOHHBIE JAHHBIE MOTYT OBITh
pa3nuuHbl. Yaiie BCEro OTMEUaeTcs HEpPAaBHOMEPHOE IMOBBIIICHHE CUTHaia B T2-
pEeXUME OT BEILECTBA CIMHHOIO MO3Ta IIEWHOI0 U IPYIHOrO OTIEIOB CO CPEIHEU
JUIMHON mopaxeHus 3,9 cermMeHTa, MPU3HAKM MHOYKECTBEHHBIX YYacCTKOB
HAKOILJIEHUSI KOHTpAacTa MHTPAMEyJUIIPHO U M0 XOAY MATKMX MO3TOBBIX 000JI0YEK.
JluneitHoe jgopcaibHOE CYONUATbHOE KOHTPACTHOE gA™ &
YCUJIEHHE B  COYETAHUE C  KOHTPACTHPOBAHUEM
LEHTPAJILHOTO KaHalla OPMUPYET CUMIITOM «TPE3yOIia» \'j
Ha aKCHAJIbHBIX U300paKEHUSX. ‘ .

[Ipu nooGcnenoBanuu y OONBIIMHCTBA NAUEHTOB
BBISIBIIIIOTCSL TPU3HAKKM CHCTEMHOTO 3a00JIeBaHUS, Y 1
60%-90% nuarHo3 ygaeTcsi yCTaHOBUTH TPH OHOIICHUU
JIETKUX W CpPEeIOCTEHHS, TUCTOJIOTUYECKOM
UCCJIeI0BaHUH NepudepuIecKux TUM(PaTHuecKuX y3j10B
unu  Mbeiml.  Pesyneratel  uccnenoBanus  [{CXK
HecnenupuuHbl. Bo3MoOXeH MIeonuTo3, MNOBBILIEHHUE
colepkaHusi Oelka W aHTHOTEH3MHIIPEBPAIIAOIIETO
dbepmenTa (AIID), cHUKEHHUE KOHIICHTPAIIMU TIIIOKO3HI,
ITOJIOKUTEIIbHBIE OJINTOKJIOHAJIbHBIE 19G (uto
3arpyaHseT  au@depeHIManbHyl0  JIHArHOCTHUKY  C
[ITTPC). V 20-33% mnanueHToB ¢ HEUPOCAPKOUI030M B
JUKBOPE HE OMNpPENEHsAeTCs HUKAKUX MaTOJIOTMYECKHUX
n3MeHeHnil. YyBcTBUTENBHOCTh omnpeaeneHus AllD B
CBIBOPOTKE W I1epeOpOCHMHAIBHON  KUAKOCTU
HeBbicokas. [Ipu [I9T ¢ ®JII" MOryT OBITH BBHISBICHBI
JpyTrUe JIOKaIu3alud MopakeHus (TJIaBHBIM 00pa3oM B
CPEAOCTEHUH) JaXKe MPH OTPULATEIIbHBIX PE3yJbTaTax
KT.

Puc.9. - Capxoudo3 cnunnozo mo32a ¢ CUuMnmMoMoM «mpe3yoyay.
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Nuddepenunanbuas nuarnocruka HITPC
C APYIMMH ayTOMMMYHHBIMH 3200/IeBAHUSIMHU

Yame Bcero [ITTPC npuxonurca nuddepeHunpoBaTh ¢ CUCTEMHON KpacHOU
BOTYaHKOM, cuHapomoM lllerpena u cunapomom bexuera.

CucremMHass KpacHasi BOJYAHKA SBJISETCA CUCTEMHBIM KOJUIAT€HO30M,
IPOSIBIISIIONIMMCS  MHOTJIa KJIMHWYECKOM KapTuHou, mnomob6Hoit Ha IIITPC.
HeBposornueckas CUMIOTOMAaTHKa TP CHUCTEMHOM  KpAacHOM  BOJIYAaHKH
pa3HoOOpa3Ha: KOTHUTUBHBIE  HapylieHus, adQeKTUBHbIE  pPacCTPONCTBA,
AMWICTITUYECKUIT CHUHAPOM, MHIPEHENOA00HBIE TOJIOBHBIE OO0JM, MOpaKeHHE
YEpEINHbIX HEPBOB, Yallle 3PUTENBHBIX W TJIA30JBUTaTeIbHbIX. MHOTAA TMEpBBIM
MPOSIBJIEHUEM CUCTEMHOM KpPAaCHOW BOJIYAHKH SABJSECTCS MHUEIONATUYECKUUN
CHUHJIPOM, KOTOPBIA MOXET PAa3BUBATHCA II0 TUILY OCTPOrO MOMEPEYHOTO MHUEIIHTA
100 ONTUKOHEHPOMHUENNTA, B PAJE ClIydae MPU STOM BBISIBISIOTCS TUIUYHBIC IS
3COHM aHTHTENA K aKBalopuHy—4.

MPT ronosaoro mo3ra B T2-BU BbISIBIsIET THIEPUHTEHCUBHBIE OYarv Kak B
0eyioM, Tak U B CEpOM BEIECTBE, MPUYEM HEPEAKO MX pa3Mep MPEBBIMIACT 6 MM,
YTO BechbMa XapakTepHo M s PC. YV TpeTu manmeHToOB C CUCTEMHON KpacHOM
BOJTYaHKOM B  1EpeOpOCHMHANIBHOW  KHAKOCTH  OTMEYAETCS  IOBBIIICHHE
conepxkanusi 6enka v muM@ouuTapHeiil mwieonuTo3 a0 100 kiaetok B 1Mm3, MOTyT
ONpPENEIIAThCS ONUTOKIOHaNbHBIE 2.

[Tpu nposeaenun nuddepenunansuoil nuarHoctuku ¢ [HITPC Heobxomumo
OLICHUTh CHCTEMHOCTb MOPAKEHHs (IIOPAKEHHE IOYEK, CyCTaBOB, KOXH, livedo
reticularis w 7Ap.), coyeTaHWE NPU3HAKOB TMOPAKEHUS LEHTPAIbHOU U
nepudepruueckoil HEpBHOW CHUCTEMbI, HU3MEHEHHUs JabOpaTOpPHBIX IOKa3aTesel
(moBermienue  COD, JeHKOMEHUsT W TPOMOOILMTOINECHUS, AHTUHYKJICApHbIE U
AHTUMHUTOXOHJpHUAIBHBIE aHTUTENA, aHTUTeNa K QocdonmunuaaM, BKIOUYas
BOJTYAHOUHBIA AHTUKOATYJISIHT), YTO MO3BOJISIIOT YBUJETh CUCTEMHOCTh MOPAKEHUS
Y TTIOCTaBUTh PaBUJIbHBIN JTUATHO3.

boae3snr Illerpena — xpoHuWyeckoe ayTOMMMYHHOE 3a0o0JeBaHUE,
xapakrtepuzyonieecss  AUMGOIUTapHOH  HUHPWIbTpAlMed W MOCIEAYIOIIUM
paspylICHUEM CIIOHHBIX M CIIE3HBIX JKE€JIe3, 4YTO BEIET K KCEPOCTOMHH U
kcepodraabmuu. BosmoxkHo pasButue cunapoma lllerpena na ¢one apyroro
ayTOMMMyHHOTO  3aboneBanusa.  Hauwbonee  9acThiM  HEBPOJOTUYECKUM
MIPOSIBJICHUEM SIBJISIETCS NOJIMHEBponaTus. Kpome TOro, BO3MOXKHO BOBIJICUYCHHE
IHHC ¢ pa3ButHeM  MHOrOOYaroBOM  CHUMNOTOMATHUKH  (KOTHUTHUBHBIMU
HapyIICHUSIMH, CHHAPOMOM MHUEJIONATHH, MO3KEUKOBBIMU U TICEBI00YILOAPHBIMU
paccTpoiicTBamMu) U pemuttupyromuM TeuenneM. B IICXK BwisBisieTcs
TUM(QOUUTAPHBIN MJICOLMTO3 U MOBBIIICHUE COACpPXKaHUS OeliKa, a TAK)Ke HaJudue
OJIMTOKJIOHANBHBIX aHTuTed. MPT kapTHa MOXeET OBITh CXOJHA C TaKOBOW MpHU
I[IITPC. OpHako BBIABIEHUE «CYXOrO0 CHUHAPOMa» — KCEPOCTOMHH U
KcepodTaaTbMuu, IEPUONIECKOTO YBETUUCHUS CITFOHHBIX JKeJe3, XapaKTePHOU IS
ATOr0 3a00JIeBaHUS AapTPOMAaTHH B BHUJE XPOHUYECKOTO JehOPMHUPYIOMIIETO
MOJIMAPTPUTA C MPEUMYIIECTBEHHBIM TOPAXXEHUEM CYCTaBOB 3aMSICThsl U MaJbLEB
pyk, peskoro ysemuueHus COD, CUMNTOMATHKUA TOpPaXKEHUs MepudepruIecKoi
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HEPBHOM CHCTEMBI TMO3BOJISIET 3anoAo3puTh Oone3np lllerpena. buorncus
CypaJIbHOTO HEpBA, CIIOHHBIX JKEJI€3, KOXKH W MBI IO3BOJISIET BBISIBUTH
XapaKTEepHbIE JJI 3TOT0 3a00JIeBaHUs PU3HAKU BACKYJIUTA.

boaesns bexyera — 3TO CHCTEMHBIM BAaCKyJIUT HEYCTaHOBJICHHOU
ATUOJIOTUHU, XapaKTEPU3YIOLIUNCS S3BEHHBIM MOPAKEHUEM CIIM3UCTOM MOJOCTH
pTa, TMOJOBBIX OpPraHOB, TIJa3 MW KOXH. HeBponoruueckue paccTpoicTBa
pa3BuBatotcs y 5—30% mnanueHToB, 0ObIYHO uepe3 S JieT OT Hayaja 3aboseBaHus. B
3-8% cirydaeB HEBPOJOTUYECKHUE HAPYIICHUS MOTYT MPEAIIECTBOBATh CHCTEMHBIM
nposiBnieHusiM Oone3nn bexuera, a y 7,5% OHM pa3BHUBAIOTCS OJHOBPEMEHHO C
apyrumu cumnroMamu. Onucansl 1Ba Bapuanta nopaxkenus [{HC npu OGonesnu
bexuera. Yame Bcero HaOJOAaeTcs  MapeHXMMATO3HOE  IMOBPEXKICHHE,
OOyCIIOBJICHHOE  pa3BUTHEM  JAMCCEMUHHPOBAHHOTO  MEHHMHTO3HIE(haInTa,
CBSI3aHHOTO C BACKYJIMTOM MEJKHX COCYHOB. 3HAYUTEIBHO PEXKE BCTPEUYACTCA
BTOPUYHOE HEMAPEHXWMATO3HOE IOpaXEHHWE TOJIOBHOTO MO3ra, 0O0YCIOBJIECHHOE
TpoMOO30M BEHO3HBIX CMHYCOB MO3ra. THUIUYHbIE HEBPOJOTUYECKUE TPOSBICHUS
MapeHXMMATO3HOTO  TOBPEXKJEHUS  MO3ra  BKJIIOYAIOT  TOJIOBHBIE  00JH,
MO3KEUKOBBIE W MHUPAMHUJHbICE HAPYUIECHUS, CYIOPOKHBIA CHHIPOM, y TPETH
MAlMEeHTOB Ha MO3/IHUX CTaJusIX 3a00JieBaHMs pa3BUBaeTcs AeMeHIms. [lopaxkenue
CIIMHHOTO MO3ra MOXET NPUBOAUTh K MNHPAMUAHBIM, YYyBCTBUTEIbHBIM
HapyIIEHUAM, HApYyIIEeHUIO Ta30BbIX QyHKIMNA. Ha MPT BhisiBiIsIIOTCS HEOOBIIHE,
pazOpocaHHble, HecnenupUuUHbIe TUNEPUHTECHCUBHBIE O4Yard B O€JIOM BEIIECTRBE,
HallOMHUHAIONIME ouard JaemuenuHuzanuu. B oriauume ot Onsimexk PC, onu He
MMEIOT TEHJICHIIMU K NEPUBEHTPUKYJIIPHOMY PaCIIONOKeHUI0. YacTo BeTpeyaercs
M30JJUPOBAHHOE  MOpaXEHWe  CTBOJMA.  BO3MOXHBI ~ OOJbIIME  CIUBHBIC
TMIEPUHTEHCUBHBIE OYark B OO0JAacTH CTBOJA Mo3ra W Oa3albHBIX TaHTJIUEB,
KOTOpbIE CYUTAIOT celM(pUYHBIM IpU3HAKOM OoJie3Hu bexuera. Atpodus cTBosia
MO3Ta MpU OTCYTCTBUHU IIepeOpaIbHOM aTpouu — XapaKTepHbIN MPU3HAK TO3THEH
ctaauu 3aboneBanus. Bo3mokeH TpoMO003 BEHO3HOIO CHHYyCa, MPU HAIHYUAU
kotoporo auarHo3 I[IITPC wmenee Bepositen. IlopakeHne CHOMHHOTO MO3ra
BCTpPEYAETCS PENIKO M, €CIU MPUCYTCTBYET, OOBIYHO MOpakaeT OOJBIINIA CETMEHT,
yeM mipu [ITIPC.

Juppepenunanbuas puarnocrtuka [ITPC
¢ MeTa00IMYeCKUMH HAPYIICHUSIMH

B HekoTOphIX ciydasXx HEOOXOOUMO HCKIIOUUTh MeTaloIuvecKue
HApYLIEHUs, a MMEHHO [OJOCTPYIO  JIETE€HEPALMI0 CIMHHOIO  MO3ra,
oOycnoBnennyto aepumurom ButamuHa Bl12. Cnegyer oOTMETUTH, 4YTO
HEBPOJIOTUYECKHE HApyIIeHHsT MOTYT BO3HHMKHYTH ©0€3 TIeMaTOJOTHYECKUX
MPOSIBIICHUM, 70O Kak pe3ynbTrar (QYHKIHMOHAIBHOTO JAehUIINTA, KOTOPHIM
OOyCJIOBJIEH YBEJIMYEHHEM B CBIBOPOTKE METUIMAJIOHOBOW KHCIOTHI MU
TFOMOLMCTENHA B COYETAaHUM C HU3KOW KOHLIEHTpanuen Tpanckobanamuua. Ha MPT
TUIUYHO TPOJOJIbHOE TMOpaKeHWEe CIHUHHOIO MO3ra C  CHUMMETPUYHBIM
rUnepuHTeHCUBHBIM Ha T2-BU curnanom B 3alHUX U OOKOBBIX CTOJI0AaX CIIMHHOTO
MO3Tra, MPEMMYIIECTBEHHO 3axBaThIBarolee TPyaHON oTnes. PasButue moaoOHOM
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JETeHEepalid CIOMHHOTO MO3Ta BO3MOXKHO TakkKe TMpu JACPUIUTE MEIH,
U30BITOYHOM YIIOTPEOJIECHUU IIUHKA, 3JI0YTIOTPEOIEHUN TEPOUHOM.

Xponuueckoe Hauano 3a001e6anus
Judppepenunanbuas nuarnocrtuka IITPC
C HACJIeICTBEHHBIMHM HAPYUICHUSIMH 00MEHA BelIeCTB

HacnenctBennsie HapylieHuss oOMEHa BEIIECTB TaKKe€ MOTYT BBI3BIBATH
pa3BUTHE MHUEJIONATHM B  3pEJIOM  Bo3pacTte, TpeOyromeld MpoBEACHUE
muddepennmanbaon nuarHoctuku ¢ IITPC. HamGosee yacThiM HacIeICTBEHHO-
0OyCJIOBJIGHHBIM HapylIeHHEM OOMEHa, BBI3BIBAIOIIUMM TOSIBICHUE CIIMHAIBHON
CUMIITOMATHUKH, SBJISACTCA X-CUEIMJICHHAs aAPeHO0JIeHKOAUCTPoPus.

3aboneBaHre KIMHUYECKH MPOSBISETCS TOJBKO Y MY)XUYUH Ha TpPEThEM
JecATUIeTHH Xu3Hu (B auanazoHe oT 20 mo 50 1ner), y >KEeHIIMH-HOCUTENeH
MATOJIOTUYECKOTO T'eHa MPOTEeKaeT OECCUMIITOMHO WM B CYOKIMHMYECKOH (opme.
3abosneBaHue HAYMHAETCS C IOSABJICHWS NAPECTE3MM B KOHEYHOCTAX C
MOCJIEIYIOUUM Pa3BUTHEM CHACTUYECKOro Tapes3a, HapylmeHueM (yHKIHH
COUHKTEpOB,  TMOJIOBOM  AUCPYHKUMEH,  mnepudepudeckol  HelponaTuein
akcoHajbHOro Thna. Hepeako BeISBIsSETCS HapylleHUE QYHKUIMU HAAIOYECYHUKOB.
TunuuHbIM HW3MEHEHHEM CIMHHOro mo3ra Ha MPT sBnsercs atpodus rpyaHoro
OTJZIEJIa, UHOT/IA OTMEYAIOTCSl U3MEHEHUS CUTHAaja B 3aJHUX HOXKKaX BHYTPEHHMX
KarcyJ, CTBOJIE MO3ra M O€JOM BEIIECTBE MO3KEUKa.

[Ipu  momo3peHun  Ha  X-CHEIUICHHYIO  aJPEHOJIEUKOIUCTPOPUIO
PEKOMEHI0BAHO UCCIICIOBAHUE JUIMHHOLEIIOYEYHBIX KUPHBIX KHUCIIOT, IIOBBIILICHUE
KOTOPBIX IT03BOJISIET YCTAHOBUTH JUArHO3. I €eHETHYECKOE TECTUPOBAHUE BBIABIIACT
MyTauuto B rene ABCDI.

K n1pyrum HacneAcTBEHHBIM 3a00JIEBaHUSM, CHUMITOMAaTHKAa KOTOPBIX
IIPOSIBIIAECTCS B IOAPOCTKOBOM WJIM B3pPOCJIOM BO3pacTe M MOXKET UMUTHUPOBATH
[IITPC, conmpoBoXkaasich MOSIBICHUEM O4YaroBbix u3meHeHud Ha MPT oTHocsTCs
JIN30COMAaJIbHbIE 3a00JieBaHus (MeTaxpoMaTuyeckas JernkoaucTpodus, 00JIe3Hb
®abpu, Oonesnp Kpabbe), a Takke MHUTOXOHAPHUAJIbHbIE 3a00J€BAHUSA
(macnencrBeHHas ontuueckas Heviponatus Jlebepa, cunnapom CADASIL, cunapom
MELAS). [JuddepenumanbHas AMATHOCTUKA OTUX 3a00J€BaHUN  BKJIKOYAET
TIIATENbHBIA COOp CEMEHHOTO aHaMHE3a, BBIABICHUE OCOOCHHOCTEW KIMHUYECKUX
U HEMpOBU3YaJU3ALMOHHBIX M3MEHEHHI (CMMMETPUYHBIA XapakTep MOpPaKeHUS
oemoro BemiectBa Ha MPT romoBHOro Mmosra), a Takke OTCYTCTBUE
OJIUTOKJIOHAJIBHBIX aHTUTEN B LIEPEOPOCTTMHATILHON AKHUAKOCTH.

Nudppepenunanbuas nuarnoctuxa IITPC
¢ MapPaHeoIIACTUYECKUMU HEBPOJIOTHYEeCKUMM CHHIPOMAaMU

ITapaneomacTuyecKue  HEBPOJIOTHYECKHME CHHAPOMBbI  PEOKU U
BCTPEUAIOTCS OOBIYHO Y MOXKWJIBIX MAIlMEHTOB. Pa3BUTHE TMapaHEeOoIIaCTUYECKUX
HEBPOJIOTUYECKUX CUHJIPOMOB BO3MOKHO KaK JO IMOSBJIEHUS] CUMIITOMOB OITYXOJIH,
TaK ¥ Ha KIIMHAYECKOW CTaJuu OMYyXO0JIEBOTO MPOIECCa U CBSI3aHO C 00pa30BaHHEM
AHTUHEHWPOHAJIBHBIX AHTUTEI (OHKOHEBpABbHBIX ayTOAHTUTEN). [Ipu
MMAPAHEOIIIACTUYECKUX HEBPOJIOTUYECKUX CUHIPOMAX B MATOJOTHYECKUU MTPOLECC
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MOKET OBITh BOBJICUEH JIOOON OTAeNn HepBHOU cuctembl. JuddepeHuunanbayro
JUarHOCTUKY [IITPC qarie BCETO PUXOJIATCS IPOBOJUTH C
NapaHeoIJIaCTUYECKUMU CHHApOMaMu B ¢GopMe  MHUEIUTa WIM TOJIOCTPOMH
HEKpPOTUYECKOW MHENIONaTu. Pa3BUBAlOTCS OHU NpPH MEJIKOKJIETOYHOM pake
JETKUX, PaKe MOJIOYHOM XKele3bl W SUYHUKOB, MOYKH, IIMTOBUIHOMN IKEJIE3HI,
muMmpome U menanome. Benen 3a 001b10 B CIIMHE Yy TAIMEHTOB Pa3BUBAIOTCS
ACUMMETPHUYHBIC JIBUTATEIbHBIE HAPYLICHUS, MPOBOAHUKOBBIE UYBCTBUTEIBHBIC
paccTpoiicTBa, HapylieHue GyHKIIUHA Ta30BbIX opraHoB. [Ipu mpoBenenun MPT B
T2-BU xapakTepHO BBISBICHUE OOMIMPHOTO MPOAOJIBHO PaCHPOCTPAHEHHOTO
CUMMETPUYHOTO U3MEHEHMSI CUTHaJa B OOKOBBIX CTOJ0AX CIIMHHOTO MO3ra, HO Y
1/3 mnamuentoB wu3MmeHenudt MPT we BwiBmsercs. W3meHeHuss nuKBOpa
Hecnel(UUHbI: BO3MOXKEH IUICOIIUTO3, MOBBIMIEHUE Oenka, moutd y 10%
MAIMEHTOB OTMEYAETCA IMOBBIIICHUE OJINTOKJIOHAIBHBIX AHTUTEN, YTO 3aTPYIHSIET
mubdepenumansuyto  nuarHoctuky ¢ [IIIPC. BreisiBieHne OHKOHEBPAJIbHBIX
aututen (antu-HU, aHTH-YO, antn-Ma2, antu-CV2 AT wu np.), Hapsany c
OCOOEHHOCTSIMU KJIIMHMYECKOW M HEWPOBU3YaIU3alMOHHON KapTHUHBI, IPOBEICHUE
TIIATEIbHOTO JUArHOCTUYECKOTO0 CKPHHHWHIA JJISl BBISIBICHUS 3JI0KAYECTBEHHBIX
HOBOOOpPa30BaHUM MO3BOJISIET TOCTABUTH MPABWIHHBINA JTUATHO3.
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PaccesaHHbi cknepo3 PacceAHHbIM cKnepo3 PacceaHHbIM CKnepo3

e g e \ -

O. nonepeyHbii WUwemua Bur B12
MUenuT MocTBaKUMHaNbHLIA MUENUT Aebuunt
:BpOMMENIUT OnTMKOHEBPOMMENUT
PaccesHHbIW CKNepo3
Uwemuna

PacceaHHbIM CKnepo3 Uwemus
lepnec

Puc.10. — Cxema. /lughghepenyuanvuas ouacnocmuka 8 3a8UCUMOCmu Om JOKAIU3AYUU
nopasicenusi Ha axcuanvivix 1T2-BU npu nposedenuu MPT cnunnoeo mosea.

JAu¢ppepenunanbuas nuarnocruxa HITPC
B 3aBHCHMMOCTH OT YaCTOThI BCTPE4YaeMOCTH 3200/ IeBaHUI.
3oJ10T0€ MpaBuJi0 1M GepeHuNATLHON THATHOCTUKH —
«Yacrbie 3200/1eBaHUsI BCTPEYAKOTCH 4aCTO, PeAKHE BCTPEYAKTCS PeaKo»

e PPC

Pacnpocrpanennoctb: 40-50 cnyuae Ha 100 000 HaceneHus.

Kaununka: cpennuii Bozpact aebiora — 20-35 njer, Gornee 4acTo OTMEYAIOTCS 3pUTEIbHBIC
(peTpoOynbpOapHbIil HEBPUT) U UyBCTBUTENbHBIE HapymieHus, yem npu [IITPC. Korautusabie
HapyLIeHUsT OTMEYAIOTCA peaKo. B TeueHun 3aboieBaHUS MOXKHO BBLAETHTH OOOCTPEHUS H
pemuccun. C treuenrem Bpemenu y 80% nanuento PPC nepexonut B BITPC.

MPT: Gosbliee KOJIWYECTBO OYAroB JEMUEITWHU3AIMN B TOJIOBHOM mo3re, yem mpu [IT1PC, B
T.4. HaJl MO3OJHCTBIM TEIIOM, B MIEPUBEHTPUKYISPHBIX M CYOKOPTHKAIBHBIX 30HAX. BhIpakeHa
BOCHIAJINTENbHAA aKTUBHOCTh Npu MPT — mosiBneHne ovaros, HakarjvMBaromMuX KoHTpacT. He
XapakTepHa aTpodusi TOJIOBHOTO MO3Ta U MIEHHOT0 OT/Iela CIHHHOTO MO3Ta.

e BIIPC
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Pacnpocrpanennocth: 15-20 cnygaes Ha 100 000 HaceneHusl.

Knunuka: cxomna c¢ IIIIPC: mnporpeccupyromuii CoacTUYECKUA HUXKHUM Mapamnapes,
HapyIICHUsT KOOPJHMHAIIUU, Ta30BbIE pPACCTPONCTBA, KOTHUTHMBHAs muchyHkims. CpeaHwuid
Bo3pacT mposiBieHus 38-40 ser tak ke cxomeH c¢ IIIPC. Opgnako XapakTepHO HaIuyue
obocTpeHuil u pemMuccHii B Hadale 3a0oneBanus 10 nepexona B BITPC.

MPT: ommuns ot [IIIPC oTHOCUTENBHBI — OOIBIIEE KOJIUYECTBO OYAroB JIEMHUEIMHUA3AIAA B
TOJIOBHOM MO3T€, B T.4. HaJl MO30JIUCTHIM TEJIOM, B IEPUBEHTPUKYJISIPHBIX U CYOKOPTHKAIbHBIX
30HaX. XapakTepHbl arpouuecKkre U3MEHEHHUs TOJIOBHOTO MO3Ta, OJHAKO PEeXe BCTpedaeTCs
aTpodus MEWHOTro OT/AeNa CIMHHOT'O MO3Ta.

e Heiipoooppenuo3 (6oJ1e3ub Jlaiima)
Pacnipocrpanennoctsb: 10-11 caygaeB Ha 100 000 HaceneHus.
AHaMHe3: YKYC KJIeIla, MUTPUPYIOIIAst 3puTeMa.

Kimnuka: 3aBucut ot craauu. PanHuii HelipoOoppenno3: n3oaupoBanHbii HeBput YH (dame
OJTHO- WJTH IBYCTOPOHHUE TIOPAYKEHUSI JIMIIEBOTO HEPBA), ACENTUYECKUIT MEHUHTUT, PATUKYJIOMATHSI.
[o3mHuii 6Goppennos: paccesiHHbINA SHIEPATOMHUEIIHT.

MPT: Mmernkue TUIIepUHTEHCUBHBIE B T2 oyaru pacrnosiararoTcsi He TOJIbKO IIEPUBEHTPHUKYIISIPHO, HO
1 CyORMUHAUMAIILHO, B IOAKOPKOBBIX TAHTIIUSX, [TOCIIE BBEICHHUS KOHTPACTa 4acTo HabIro1aeTcs
€ro HaKOIUIEHHE MO3TOBBIMU 000JIOUKAMH.

JlaGopaTopHasi tuarHocTuka: antutena k Borrelia burgdorferi B ceiBopotke u LICXK, ITLIP
JIMKBOpA

e CnuHouepeOe/UIAPHBIE IereHePALNH
PacnpocTpanennocts: 3-5 cirydae Ha 100 000 HaceneHwus.
CemeiliHblli aHAMHe3: ayTOCOMHO-JOMUHAHTHBIN TUIT HACIIEOBAHMSL.

KimmHHMKa: MO3:KEUKOBBIA CUHIPOM B COYETAHHUH C IPYTMMH HEBPOJIOTMYECKUMH HapYIIEHUSIMU
(MupamMHUIHON CUMIITOMATHUKOMN U JIp.), TOCTENEHHO HEYKJIOHHO MPOTrPECCUPYIOIIEe TeUSHHUE.
MPT: arpodust Mo3xkeuka.

JHK-TecTtupoBanme.

e IAJACHUJI (nepedpaibHasi ayTOCOMHO-IOMHUHAHTHAS APTEPUONATHS €
CyOKOPTHKAJbHBIMA HHPAPKTAMU U JIeHK03HIedasonaTue)

Pacnpocrpanennocts: 1-5 cmyyas Ha 100 000 Hacenenust
CeMeiliHbIil aHAMHeE3: ayTOCOMHO-/IOMUHAHTHBIN TUI HACJIEOBAHUSI.

Kmmnauka: PCOUAUBUPYIOIINEC NIIEMHUYCCKUC I/IH(I)apKTLI, MUTI'PCHB, MPOrpEeCCUPYIOIINEC
KOTHUTHUBHBIC HAPYIICHUA.

MPT: nBycropoHHee Mopa)xxeHHe OeIoro BEIIeCTBA BHCOYHBIX JIOJEH M HApYXHbBIX KarcCyd;
JaKyHapHble MH(APKTHI, 0ObMHO mosiBisonmecs K 30-1eTHeMy BO3pacTy B CYOKOPTHKAILHOM
OemoM  BemIeCcTBE, BHYTPEHHEH  Kamcyne, TJIyOOKOM CEepOM  BEIIeCTBE H  CTBOJE,
MHKPOKPOBOH3JIMSHUSI, KOTOPBIE JTydiiie BUmHbI B T2 *(SWI).

JJHK-TecTupoBanmue.
buoncus xoxu: JAUardo3 nMOoATBEPKAACTC HATUIUCM OCMI/IO(bI/IJ'II)HBIX TpanyJIAPHBIX TCIICII.

e OnTuKOMHMEJUT
Pacnpocrpanennocts: 0,5-4,5 cirygaer Ha 100 000 HacemeHus
KanHuka: onTHyeckuii HEBPUT C MOPAKSHUEM OIHOTO MM 000MX TJ1a3, MONEPEUHbI MUEIUT C
KIIMHAYECKOU KapTI/IHOfI IMOJIHOI'O WJIM YaCTUYHOI'O ITOPAXKCHUS IMONIEPEIYHHNKA CITMHHOI'O MO3Ta.
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MPT cnimHHOrO M0O3ra: caruTalbHble CPE3bl: TMIIEPUHTEHCUBHBIN B T-2 MHTpaMe Ry UIpHbIA
oyar, pacpoCTpaHeHHBIN Ha 3 1 6oJiee CMEXHBIX CErMEHTa CITUHHOTO MO3Ta; aKCHAIbHbIE CPE3BI:
npeo0JaiaHue MOPakKeHHUsI [ICHTPATIBHBIX OT/IEJIOB CIIMHHOTO Mo3ra (0osee 70% nopaskeHus
pacnoioKeHo B MpeJiesiaX Ceporo BeIIecTBa, B To BpeMs kak rpu PC nopaskarorcst
NPEUMYIIECTBEHHO Nepr(epuiecKre OTeIbl CIMHHOTO MO3Ia).

MPT ros10BHOro Mo3ra: COOTBETCTBYET HOPME UJIH BBISBIISIETCS TOPAYKEHHE T0PCATIbHBIX
OT/IEJIOB TIPOJIOJITOBATOTO MO3ra (area postrema), Mepu3NeHANMABHBIX TOBEPXHOCTEH TPETHEro
JKeTyJ04Ka, TalaMyca, TUIoTaiaMmyca, epuaIeHIMMalbHbIX IOBEPXHOCTEN YETBEPTOrO
KeIy0UKa.

JlabopaTopHoe moaTBep:KaeHue: aHTHTea K akBarnopuny-4 (AQP4-IgG) B CHIBOPOTKE KPOBH
i LICXK (Bo3MOkHBI cepoHeraTuBHbIe BapruaHThl 0e3 AQP4-1gG)

e Heiipocapkono3
Pacnpocrpanennocts: 0,2-2 ciaydas na 100 000 nacenenus
Kimnunka: nesponatun YH, riiaBHbIM 00pa3oM 3pUTENbHBIX U JIULEBBIX, BO3MOYKHO HapyIIeHUE
000HsHUS, NIyX0oTa. IHTpakpaHuaibHas rpaHyieMa MOXKET IPOSABIATHCS KIMHUKOW 00BEMHOIO
00pa30BaHusl, CyI0POXKHBIM CHHIPOMOM.
MPT: muddy3Hoe HaKOMIeHHEe KOHTpacTa B 000JI09KaX MO3ra U IIEPUBEHTPUKYIISIPHOM OesToM
BEILIECTBE.
JlaGoparopnas nuarnocruxa: Tect Kelima, onpeiesienne ypoBHsI aHTMOTEH3HH-
npepararoiiero pepmenta B ceiBopotke U LICXK, Ouoncus 1:000ro JOCTyIHOro oyara
(rpaHysIeMBbI, COCTOSIIIME U3 AMUTEINOUIHBIX, TATAHTCKUX KJIETOK U MaKpo]aros)

e 3pureabHas arpodus Jledepa
Pacnpocrpanennocts: 0,2-0,5 cnydas Ha 100 000 Hacenenus
CeMeiinblii aHAMHe3: MATEPUHCKUI TUIT HACTIEAOBAHMS

Kimanka: octpoe Hayano noTepu 3peHus ¢ 00pa3oBaHHEM LIEHTPATbHOW CKOTOMBI CHa4Yasa B
OJTHOM IJIa3y, a 3aTeM 4Yepe3 MPOMEKYTOK OT HECKOJIBKHX HEZIENb 10 HECKOJIBKUX MECAIIEB — B
JPYroOM IJl1a3y BCIEeACTBUE aTpOo(UH 3pUTENIbHBIX HEPBOB Y JIUL MOJIOJIOTO BO3pacTa
(MaHugecrarys 3a0o01eBaHus 00bIYHO B Bo3pacte oT 18 10 30 ser).

JAHK-tecrupoBanue: ananu3 muroxosapuansaoi JJHK i uckinrodenns myranuu B
nosioxennu 11778.

Penkue 3a00/1eBaHus, a TaKKe 3200/1eBaHUsl, IPU KOTOPBIX 04aroBoe
MOpPa’KeHHe HEPBHOM CHCTEMbI BTOPMYHO M 0TMEYAETCH HEYACTO
e Backyuursl: cunapoM lllerpena, y3eJKOBbIi MOJIHAPTEPUUT, CACTEMHAS

KpacCHasi BOJTYaHKa
Kiaunuka: HCCHGHI/I(I)I/ILIHa, BKJIFOYACT I'OJIOBHYIO 6OJ'IL, PEKE — 0UaroBbIC HEBPOJIOTUYCCKUC
BBIITAACHUA.

MPT: uacTo nopakaercs cepoe BeLeCTBO; IEPUBEHTPHUKYIISIPHOE OeIoe BEIIECTBO U MO30JIUCTOE
TEJI0 OOBIYHO HE BOBJIEYEHBI B Ipoliecc. THIMYHO JIENTOMEHUHT €aJIbHOE YCUIIEHHE 110CTIe
KOHTPaCTUPOBAHUSI.

Lepedpanbuasi anrnorpadus: quddy3Hoe CerMEHTapHOE CY)KEHHE ITPOCBETA apTEePUid C
MOCJIEAYIOIIUM MOCTCTEHOTUYECKUM PACIIMPEHUEM — «HUTKA OYC».

JlaGopaTopHasi TMATHOCTHKA: OIIPEICIICHAE aHTHTEIT K KapINOJUITAHY, aHTHHYKJICAPHOTO
daxTopa, BOMYaHOYHOTO aHTUKOATrYJIsiHTa, anTuTen K HatuBHOUM JIHK, Ro/SS-A u La/SS-B,
ANCA-manens. [1pyn HeoOX0aUMOCTH — peTHHAIBHAS (DIF0OpOaHTHOTpadws, UCCIIeTOBAHUE C
TTOMOIIIBIO IIEJIEBOM JIAMITHI U OUOTICHS
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e [lIporpeccupyromas myjabTHoKAIbHAS JEeHKOIHIEePamonaTus

Kiunnka: ronoBHas 60Jib, KOTHUTHBHBIE PACCTPOMCTBA, A€(PEKTHI MOJIS 3PEHUs, PACCTPONCTBA
peuu, TeMHITAPE3 WM aTaKCHS B 3aBUCHUMOCTH OT IMOPaKEHHBIX CTPYKTYp. Kak mpasuiio, ObICTpo
MIPOTPECCUPYET 10 HAPYIICHUSI CO3HAHUS U CMEPTU B TeueHue 9-12 mecsies.

MPT: HecuMMeTpUYHBIE YYacCTKU JAEMHUEINHU3ALMM NPEUMYIIECTBEHHO B CYOKOPTHKAIbHOM
0eIoM BELIECTBE TEMEHHBIX M 3aTbUIOYHBIX JIOJIEM, 4acTO B IOJyOBAJbHOM LEHTPE, 30HBI
IPOTPECCUBHO yBEIMYMBAIOTCA U ciauBatorcs. OOs3arensHO mnopaxatorcss U-BosokHa. B
IPOLIECC MOTYT BOBJIEKATbCA TajlaMmyc, Oa3ayibHBIE SApa, MO3OJIUCTOE TEJIO, MO3KEUOK. 3OHBI
HOPAXKEHUsI IOYTH HUKOT]A HE HAKAIUIMBAIOT KOHTPACT.

JlabopaTopnas nmarnocruka: 1P na JC Bupyc B LICXK.

e BUY-3nuedanonarus
Kianuuka: l'IOIIKOpKOBO-J'IO6Ha$I JeMCHIUA C KOTHUTHBHBIMH, IBUTAaTCIIbHBIMU
(MapKUHCOHU3M, MMPAMUIHAS. CHMIITOMATHKA) U TIOBEIEHYECKMMH PaCCTPOMCTBAMH.

MPT: cinuBaromuecs 30HbI IOPaXKEHUs B IIpezienax O0enoro BelecTBa rojloBHOro Mo3ra (6e3
nopaxenust U-Bosokon), muddysHast BepaskeHHast aTpo(ust TOJIOBHOTO MO3Ta.

JlaGopaTtopHoe noaTBep:kaeHue: anturena Kk BUY B ceiBOpoTKe.

e MuroxoHapHuajbHbIe JHUePaTonaTHH
JlaGopaTopHasi TMAarHOCTHKA: ONIPE/IEJICHNE JIaKTaTa ¥ mupyBara B riazme u L{CK,
orpenenenue Myraiuii MutoxonapuaibHoit JIHK, 6uorncus ckeneTHbIX MBI TSI BHISIBICHUS
MUTOXOHPUAIBHBIX HAPYLICHU.

e bouesnb bexuera
KiuHuka: MyTbTHCHCTEMHOE 3a00JIEBaHUE C PELANBHPYIOLIUM S3BEHHBIM IIOPAKEHUEM
CITU3HCTBIX 000JI0YEK TJ1a3, MOJIOCTH PTa, KOXKHU IOJIOBBIX OPTraHOB M HEPBHOW CUCTEMBI
(OynpOapHbIe U nceBao0yIL0apHBIE HAPYIIEHHUS, TETpanapes ¢ runeppediexkcueii, HapylieHue
DTO)

MPT: u3meHeHns B OCHOBaHUM BapoJIME€BAa MOCTA.

JlaGoparopnasi imarnoctuka: nossimeHne COD, C-peakTHBHOTO O€TKa.

3a0oseBanuss, cxoaubie ¢ ITITPC no kiimHn4YecKko KapTuHe,
HO UMeKLIHe YeTkre oryimuns Ha MPT:

JKCTPa- U MHTPaAMeAY UISIPHbIE KOMIIPECCHOHHbIE MOPAKEH U] —
METacTaTHYECKasi OMyX0Jib, TUM(POMa, MUETIOMHAs 00JIE3Hb, SITUAYPaTHHBIE
abcriecc, reMaToMa, TyOepKyJIe3HbIN CIIOHAUIIUT, TIEPBUYHBIC OMYXO0JIM CTUHHOTO
MO3ra, OJIBBIBUX B aTJIAHTOAKCHAJILHOM COWICHEHUHU;

I'panysnemaro3 Berenepa — rpanysieMaro3 rJIa3HULIb], IPUIATOYHBIX [1a3yX HOCA,
MYJIBTH(POKATEHOE TOPaKEHUE OEIOT0 BEIecTBa OOIBIITNX TOTYIIapU;

BoJe3ns Yunmia (Whipple) — MHOKeCTBEHHBIE O4aroBble U3MEHEHMS,
nepeOpasibHas aTpodusi, pacIMpPEeHUE KeITy10YKOB,;

Maubdopmanust ApHoJibaa-Kuapu — onyieHne MUHIaIMH MO3KEUKa,
IPOJIOJTOBATOTO MO3ra, YETBEPTOI'0 JKEITyJ0UKa Yyepe3 O0JIbIIOE 3aThLIIOYHOE
OTBEPCTHUE B MO3BOHOYHBIN KaHAJI, TUITOTUIA3HS MO3KEUKA.
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JIEYEHUME ITIPC

BaxxHocTh cBOEeBpeMeHHOM U npaBmiibHON AuarHoctuku [ITTPC obycnoBnena
CYLIECTBEHHBIMU DPa3IM4YUsIMU B JIeueHUU HToi arpeccuBHoil (opmer PC. B
4acTHOCTH, TpernapaThl, Ha3Hadaemble ipu PPC, okasbiBatoTcsi HEI(PPEKTUBHBIMU
npu [TITPC.

K HacrosmemMy BpeMeHU 0Ka3aHO, YTO MIMPOKO Ha3HAYAEMBbIE I JICYEHUS
[IITPC B benapycu riroKOKOPTHKOCTEPOUIbI B JIIOOBIX 032X, MPOBOJUMBIX MO
pa3HbIM cxemam (IyJIbC-TE€palliy, aJbTEPHUPYIONICH) He CHOCOOHBI HW3MEHUTh
teueHne PC W mpegoTBpaTuTh NPOrpecCHpPOBaHUE, HO IMPU ITOM UYPEBATHI
ITUPOKUM  CIIEKTPOM HM3BECTHBIX MOOOYHBIX 3ddekroB. [Ipeanpuanmanvch
MONBITKM ~ MpeAoTBpaTtuTh mporpeccupoBanue [IIIPC ¢ wucnons3oBaHueM
€XKEMECSYHBIX KYpCOB TOPMOHAJIBHOM IMyJbC-TEPAllUH, OJHAKO MPOBEIACHHBIC
HCCIICIOBAaHUS TIOKa3anu UX HEeIPPEKTUBHOCTh, YJAaBaJIOCh JOCTUYb JIMIIb
KPAaTKOBPEMEHHOTO CHUKEHHS CTETICHU YTOMIISIEMOCTH, CITACTUKU U IBUTATEIbHBIX
HapylieHud 0€3 OCTaHOBKU JaJibHEHIIEro MpOrpecCUpOBaHMs TMpolecca |
HapacTaHUsl HEBPOJIOTUUECKOTO JieuIuTa.

K coxanenuto, takas sxe Hu3kas spdextuBHocTh oT™Medaetcs npu [ITTPC
MocJie TpoBeJieHUs Tuiazmadepesa, BHyTPUBEHHBIX UMMYHOTJIOOYJIMHOB U JIFOOBIX
LIUTOCTATUKOB.

O6mHOoCTh oax010B Tepanuu [ITIPC u PPC kacaercs Toibko Ha3HAYCHUS
CUMIITOMATHYECKON Teparnuu (MHOpEIaKCaHTOB, MEJINKAMEHTOB,
KOHTPOJIUPYIOIIHUX JIEHTOPYOPAJIbHBIA TPEMOpP, MCUXO3MOLMOHAIBHOE COCTOSHUE
MalKEeHTOB U Ap.).

bonpiive Haxekapl HA HOBBIE TepaneBTUYECKHE BO3MOkHOCTU Iipu [IITPC
M3HAYaJIbHO BO3JIarajauch Ha mpenapatsl, uaMmeHstommue tedyeHue PC (ITUTPC) |
auHuM  (uHTEppepoHbl — OeTa, TrjaTUpaMmepa  anerar, TepUupIYHOMHU],
mumetwigymapar) u |l nauHUM (MUTOKCAHTpPOH, HaTaau3ymMad, pUTYKCHUMAO,
¢uHronmuMos, anemTty3ymad). OgHaKko, K COXKAJICHUIO, 3TH Tpenaparhl JoKa3alld
CBOIO 9(PHEKTUBHOCTh B KIMHUYECKUX UCTBITAHUIX TOJIbKO pu PPC u HekoTopbie
u3 Hux (uHtepdeponst — Oera 1 B, amemryzymad) npu BIIPC, HO okazamuch

HeaddexruBnsl npu [MTTPC.
Jlo HemaBHero BpemeHu s mamueHtoB c¢ I[IIIPC nmeueOnas TakTuka
3aKJII04anach HCKITFOUYUTEIBHO B CHUMIITOMaTHYE€CKON Tepanuu 51

HeWpopeaOmwiIuTanMy, B  HEKOTOPHIX  CIIy4dasX  MPOBOJWIWCH  TOMBITKH
MMMYHOCYIIPECCUBHOM Teparuu, KOTOpbIe B MOAABISAIONIEM OONBIIUHCTBE CIy4YacB
OKa3bIBaJIach 0e3pe3ynbTaTHhIMU. OJIHAKO UCCIEAOBAHMS TOCIEIHUX JIET TOKa3aln
3¢ (PexTUBHOCTh Tpenapara TpyHibl MOHOKJIOHAJIbHBIX AHTHUTEN, HCHOJb30BaHUE
KOTOPOI'0 TIO3BOJIMJIO KOHTPOJIUPOBATH IIPOTPECC HEBPOJIOTNYECKON CUMIITOMATUKHI
n MPT-aktuBnocts nipu IITPC.

OddextupHocTh euenus [IMTPC omnpenensieTcs TOCTUKEHUEM KOHEYHBIX
nenteit Tepanuu cormmacHo kpurepusm NEDA (no evidence of disease activity or
WOrSening — HeT JaHHBIX, CBUACTEILCTBYIOMUX 00 aKTUBHOCTH 3a00JICBAHUS HJIH

YXYALICHUH ):
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- OTCYTCTBUE 000CTpEHUI 3a00JICBaHUS

- OTCYTCTBHE aKTHBHOCTH 10 AaHHBIM MPT (0oTCyTCTBHE HOBBIX WIIH
YBEJIIMYCHUS CTaphIX 04aroB Ha T2, a Takke 09aroB, HAKATUIMBAIOIINX
KOHTpPACT)

- OTCYTCTBHE IPOTPECCUPOBAHUS MHBATUAHOCTH (110 mikane EDSS).

EnunctBennbiM  mipenapatoM [IMTPC, nokazaBmmM mNpu KIMHUYECKHUX
uccienoBanusx cBoro 3pdexktuBHocTh mpu [IIIPC, okazancs okpenuzymad. DToT
mpemapar — MPEeACTaBIsieT  cOOOH  pEKOMOMHAHTHOE  T'yMaHHU3HPOBAHHOE
MOHOKJIOHAJIbHOE AHTHUTEN0 K TIOBEpXHOCTHOMY aHTureHy CD20, KOTOpbIii
sKcHIpeccupyercs Ha npe-B-kimerkax, 3pensix B-kimerkax, u B-kineTkax mamsitu. B
TO K€ BpEMS CTBOJIOBBIC TUM(POUIHBIEC KIETKH U MJIa3MaTHUYECKHE KIETKH HE HECYT
Ha cebe Oemok CD20. Oxpenuzymal® He BIMSET HAa BPOXKICHHBIH MMMYHHUTET U
oO1iee koinuecTBO T-TUMQPOIUTOB.

\ / KoMnnemeHT-3aBHCHMan
UMTOTOKCHYHOCTD

OCRELIZUMAB

AHTHTENO-3aBUCUMARA

KNETOYHANA UNTOTOKCHYHOCTD CTuMynsauKa anonrosa

Puc.11. — Mexanusm deticmsus oxpeauzymada

Oxpenuzymad  mpomiesl  BCe  CTaJuM  KIMHUYECKUX  UCIBITAHMM,
3apeructpupoBaH B benapycu B nexabpe 2018. C konma 2019 roma oH goctyreH
JUIsl TIAMEHTOB HAIlled CTpaHbl. AKTYaJlbHOCTh Ha3HAYEHHUs OKpenuzymada B
Halleil cTpaHe CBA3aHa C 3aBEPIIMBIIMMUCS MYJIbTULEHTOBBIMU KIMHUYECKUMHU
ucnbiTanusiMu OPERA 1 ORATORIO, B KOTOPBIX NPUHUMANIH Y4aCTHE HECKOJIBKO
LIEHTPOB M3 Hamel crpaHbl. DUHAIBHBIE pPE3YJNbTaThl HCCIEAOBAHUM ObLIN
onyonukoBanbl B 2017 roxy B xypHane «The New England Journal of Mediciney.

B xmunnyeckom wuccnenoBanun OPERA »sddextuBHOCTE OKpenuzymada
cpaBHMBaJIM ¢ UHTephepoHoM Oeta-la. Tpu uccrnenoBarenbckux neHTpa benapycu
y4yacTBOBaIM B kKinHHueckoM wuccieaoBanun OPERA. Ceituac uaer OTKpbITas
KkIrHA4Yeckas (paza. Hu onuH u3 manueHToB, MPUHUMABIINX OKpEIn3ymMal, He ObuT
UCKJIIOYEH M3 JIaHHOTO HCCIIEJIOBAHUS MO KpUTEpHUsIM HEIPPEKTUBHOCTH WU
6e3onacHocTH. Bee nmanuenTsl, He nocturmue kputepueB NEDA Ha unrepdepone
Oera-1, ObUTM TIepeBeJiEHbl Ha OKpeNn3MyO. AHalU3 TOJYyYEHHBIX PE3yJbTAaTOB
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BBISIBIJI MEHbIIIEe KomuecTBO oboctpenuit PC mocie HasHadeHus okpennsymada
npu PPC u BITPC Ha 46% u 47% coorBetctBenHO (P<0.001) mo cpaBHenwuro ¢ 28%
u 25% B rpynne uHTepdepoHa Oeta—la. B OCHOBHON Trpynmne KOJIMYECTBO
NalMeHTOB C Tmporpeccupyrommm  xapakrepom PC  mocne  oxpenusymada
YMEHBIIMIOCh K 12 Henene nedenus Ha 9.1% u k 24 Henene Ha 6.9% (p = 0.003).
OTMeueHO MeHbIIIee KOIMYeCTBO KOHTpacTupyembix odaroB mpu MPT (p<0.001).
CepbesHble M000YHBIC 3P (HEKTHI TOCIIC HA3HAUYCHUS OKpeln3yMaba u nHTepdepoHa
6eta — la ObUIM COTIOCTAaBUMBI U COCTABUIIN COOTBETCTBEHHO 1.3% 1 2.9%.

OcHOBHBIE BBIBO/JIbI, TOJIyYEHHBIE B KJIMHUYECKOM uccieaoBanun OPERA:

* Tepanus oxkpenu3symMadoM TOYTH B 2 pa3a CHHKAET PHUCK Pa3BUTHA
o0ocTpeHuii o cpaBHEHHUIO ¢ UHTep(epoH PB-1a, cpenHeromoBas yacTora
obocTtpenuit cHmkaercsa 10 0,156: 310 3HAYUT, YTO 0OOCTPEHUE HA TEpaNuU
OKpenu3zymad MOKET MPOU30WTH He yalle, yeM 1 pa3 B 7-8 ner. [Ipumenss
ATOT TIOKa3zarelb K 2 TOAMYHOMY Tiepuony HaOmoneHus, 8 u3 10
NMAIHEHTOB, MOJY4YaI0IIUX OKPean3ymMad, He HMET 000CTPeHUIA.

o Cepbe3nble MOOOYHBIE A(DPEKTHI TOCIe Ha3HAYEHHUS OKpeiu3symada u
uHTeppepoHa Oeta—la ObUIM COMOCTABUMBI M COCTABHIJIA COOTBETCTBEHHO
1.3% u 2.9%, T.e. npopunbp O€30MaCHOCTU OKpeau3ymMada oKazajics
COMNOCTaBMM C MpoduiieM 0e30macHoCTH nHTEppepoHa beta—la.

e B rpynne okpenuzymaba HaOmr0aa10Cch mouTu nojiHoe nojasinenne Gd+T1
oyaroB (HaKarUIMBAIOUIUX KOHTPACT) M YMEHBIICHUE KOJIUYECTBA HOBBIX
u/vunm yBenuuusinuxcs T2 odaros no cpaBHeHuto ¢ Matepdepon B-1 a.

B xnmunnueckom uccienoBanun ORATORIO s dextuBHOCTS OKpenn3zymada
CpaBHUBaNU ¢ Iane6o. B wucciemoBanuu mpuHsuM ydactue 732 mareHTa ¢
[IITPC. B rpynme okpenu3ymaba BBISBICHO CHW)XKEHHE OTHOCHUTEIBHOTO PHCKa
nporpeccupoBanus uHBamuAu3anuu no mkane EDSS wa 24% mo cpaBHeHuio ¢
mnanebo (p = 0,0321), coxpansiBiieecst He mMeHee 12 nenens. [lo manabiMm MPT
TOJIOBHOTO MO3ra, B TPYyHIE OKpeau3yMO0a OTMEUEHO YMEHBLIEHUE CPEIHEro
sHadeHns arpodun 3a 120 Hemens Ha 0,39 cM®, B rpymme mmane6o — yBenndeHne
arpodun Ha 0,79 cm°® 3a ToT *xe meprox Habmonenus (p < 0,0001). Kpome toro, B
rpynmne oxkpenu3zymada OTMEUEHO YBEIMYEHHE CKOPOCTH X0AbObl Ha 29% 1o
CpaBHEHHMIO C TI1a1e00 B TecTe X01p0b1 Ha 25 QyTOB.

Oxpenuzymab cTaJl TIEPBBIM M €AMHCTBEHHBIM TPEMAapaTOM, KOTOPBIH
3HAYUTEIIBHO 3aMEIJIMII MPOTrPECCUPOBAHUE WHBANMAW3aUUM U CcHU3uin MPT-
aKTUBHOCTH 3a00JIEBaHUS MO CPABHEHUIO C TuTae0o mpu mMeanaHe HabMtoIeHus 3
roga. HexenarenpHble sBiieHUs ObLIM oTMedeHbl y 71,4% mnanueHToB B TpyIine
okpemm3ymaba u y 69,9% B rpynme miane6o. Jlonis MarueHTOB ¢ CEphe3HBIMHU
uHpekuusMu B 0o0eux TIpynmax Obljla aHAJOTMYHOM W COCTaBWIa s
okpenuzyMada 6%, nis mnanebo 5,9%. Madexnuu, cBsI3aHHbBIE C BUPYCOM reprieca,
HaOmonanuch 4vamie (4,7%) y NalMEHTOB € OKPEIM3yMa0OM IO CPaBHEHUIO C
mane6o (3,3%), Ho Bce ciydau ObLIU JIETKUMU U CPETHEH TSHKECTH.

OCHOBHBIE BBIBOJIbI, KOTOpbIE MOIYYEHbl B KIMHUYECKOM HCCIEI0BAHUU
ORATORIO — nmpumenenue okpennzymada no3Bojuiao JOCTUTHYTh:

e JlocTOBEpHOE CHMKEHHE MPOrPECCUPOBAHUS HHBATUIHOCTH Ha 24%.
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e Ilo pesynbraram uccinenoBaHusi Ha npoTspkeHUU 120 Henenb M3MEHEHUE
o6bema T-2 o4aroB no cpaBHEHHUIO C UCXOIHBIM Ha 146%.

e Ha 29% camxenue Bpemenu B Tecte Timed 25-Foot Walk (120 nenens).

e yMmeHbuIeHHE arpoduu roioBHoro mo3ra Ha 17,5% wna 120 nHenmene
Teparuu.

e Yacrtora mo6o4HbIX 3¢)(HEKTOB comocTaBuMa C raareoo.

Anamu3 pnanabeix kinnHuueckux uccienosanuiit OPERA | u ORATORIO
MOKa3aJl CyIIECTBEHHOE CHIKEHHME YPOBHS JIETKUX Lienel HelipodpuiaamenToB (NfL)
B KpOBHU Ha (hoHe Tepanuu npernapaToMm okpenuzymad y namnuertos ¢ PPC u IITTPC.
HelipopunamenT — 310 06enoK, 00ecTeurBarONIMil CTPYKTYPHYIO MOJIEPKKY
HEPBHBIX BOJIOKOH B TOJIOBHOM Mo3re. B Hacrosiee Bpemsi HeWpoduiamMeHT
paccMaTpUBaeTCs Kak MOTEHIMAIbHBIA OMOMapKep HeWpojaereHepauuu, KOTOPHIM
MOYET UCTOJIb30BATHCS ISl IPOTHO3UPOBAHUS UHBAIMIU3AIUH, T.K. TTOBBIIIICHHBIN
ypoBeHb 3TOoro Oenka y nanueHToB ¢ PC Obul accomuupoBaH ¢ 00jiee BBICOKOM
CTENCHbIO HMHBAIMIU3AIMM MAIllMEHTOB M HapacTaHUEM MPOTrPEeCCUPOBaHUS
JIBUTATEJILHOTO Ie(PUIIUTA.

Serum NfL in patients with RMS Plasma NfL in patients with PPMS
(OPERA 1) (ORATORIO)
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Puc.12. — Cuuoicenue yposemns uevipoguiamenma 6 kposu nayuenmos ¢ PC ua ¢hone
JledeHUst OKPenu3yMabom.

Hanbonee uyacThiMU HeXKeJATeJIbHbIMU SIBJEHUSMU TPU JeYeHHH
OKpeau3ymMaloM  SBISIOTCS  MH(QY3UOHHBIE pEAaKUUU, T.€6 peakuud Ha
BHYTPUBEHHOE BBeJeHUE Tpenapara. Ywucio WHOY3UOHHBIX peakiuid B
KIIMHAYECKUX UCCJICNOBAHUSIX OBUI0O MaKCUMAaJbHBIM BOBpeMs 1-ii uHy3un
HavyaJbHOU J03bI OKpenm3ymaba (27,5%) u cHmxkanoch q0 <10% Ha MOMEHT
BBeICHUS 4-1 103bl. bonbIMHCTBO MH(MY3UMOHHBIX peakiuid B uccienoBanusx IlI
da3pl ObUTM JIETKOM WM yMEpPEeHHOW cremeHu Tsokectd. Ocobo oOcykmaercs
BOIIPOC O TIOBBIINICHUH PHUCKA OHKOJOTMYECKUX 3a00JIEBaHUN TIPU JICUCHUU
okpenuzymaboM. Ilpu oObenuHeHun nmaHHbBIX Tpex wucciaenoBanuii I  ¢assl
0Ka3aj0Ch, YTO PAK MOJIOYHOM KEJNE3bl AUArHOCTUPOBAH y 6 MAlMEHTOK B TPyIIIE
oKkpesin3ymada, BMECTE C TEM ATH MOKA3aTeIU HE BBIXOJMIIN 32 PAMKH OKUJAEMBbIX,
M0 JaHHBIM DJIUJEMHOJOTHYECKUX ucchaenoBanuii npu PC. Takum o0pazowm,
npenapar UMeeT XOpOIIHid MPOoPuIb NEPEHOCUMOCTH U O€30M1aCHOCTH.
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Tepanusi oxkpean3ymadoM MNPOTHBONOKA3aHA B CJEAYIOIIHX CIy4asX:
NOBBIIIEHHAs YYBCTBUTEJIBHOCTh K OKpelu3yMaly WM BCIOMOTaTelIbHbIM
BELIECTBAM, TsDKENasi cepjeydHas HeIOCTaTOYHOCTh, OEpEeMEHHOCTb U TEpPUOJ
ITPYAHOTO  BCKapMJIMBaHMs, JETCKMH  Bo3pacT 1o 18  zer, Tskenas
UMMYHOCYTIpECCUSl  (MCKJIIOYEHUEM  SIBJISIETCS  CHUMITOMATHYECKOE JICUCHUE
KOPTUKOCTEPOUJAaMU OOOCTPEHUN PACCEIHHOTO CKJIEepOo3a), HajJu4he aKTHUBHOU
MH(EKIMH, CYIICCTBYIOIINE AaKTHBHBIC 3JI0KAYeCTBEHHbIC 3a0oieBaHus (3a
UCKJTFOYEHUEM TMAIMCHTOB ¢ 0a3aIbHOKJIETOYHBIM PAKOM KOXH).

Baxxno Takke moMHHTH 0 HeoOxomuMocT HaszHadyeHusi [IMTPC B Ttak
Ha3bIBAEMOM «OKHE TepameBTUYeCKHX BO3MOKHOCTEW» — TMEpUOEC TECUCHHS
3a0oneBanus, korma HasHaueHue [IMTPC wnaunbonee s¢pdextuBHO. CormacHo
MIPOBEICHHBIM UCCIIEOBAHUSIM, STOT NepHo ] Hanbosee Y3PPEeKTUBHOTO HA3HAUCHUS
[IUTPC npu mwoboii wu3 denorunuueckux Gopm PC  cooTBeTCTBYET
HEBPOJIOTMYECKOMY CTaTyCy ManueHnTta B npejenax 0-3 6amwos no mkane EDSS. B
CBS3U C OBICTpbIM mporpeccupoBanueM 3adoneBanusi npu [IIIPC «oxHo
TEepPaneBTUYECKUX BO3MOXKHOCTEW» OUYEHb Y3KO€ U OKpeIn3ymMad COOTBETCTBEHHO
JOJDKEH Ha3HAyaThCd B MAaKCUMAJIbHO pPaHHUE CPOKH TMOCIE YCTaHOBIICHUSA
nuartosa PC, He oxxujas MHBaNUAN3alUY MTAIUEHTA.
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Puc. 13. — Baoicna PAHHAA mepanusl 6 OKHe mepanesmu4ecKux B603MOIICHOCMEILL.

IMPUMEHEHMUE ITPEITAPATA OKPEJIN3YMAB U1 JIEYEHUS ITITPC

B nameii crpane npumenenune I[IMTPC permameHTupyercs mnpuKazamu
MunucrepctBa 3apaBooxpaHeHuss Pb, Ha MOMEHT HamucaHus JaHHBIX
MeTon4YecKuX pekoMenaanuii npukazoMm Ne 174 ot 20.02.2020 «O6 yTBepKIeHUH
WHCTPYKLIMM O TOPSAKE HA3HAUYCHUS JIEKAPCTBEHHBIX CPEICTB, HU3MEHSIOLINX
TEUEHHE PACCESIHHOTO CKIIEPO3ay.

Ilepen HayanoM Tepanuu COMVIACHO HHCTPYKUHMM TIO0 TPUMEHEHHIO
JIEKApCTBEHHOT'O CPEJICTBA, BCEM MallMEHTaM HEO0OXOJIMMO MPOBECTHU CJICIYIOIIEE
oOcnefoBaHue: OOIIEKIMHUYECKUM aHalu3 KPOBU C Pa3BEPHYTOM JEHKOLIUTAPHOU
dbopmyoit, ouoxumuaeckuii ananus kposu (ACT, AJIT, OunupyOuH, KpeaTUHUH,
MO4YeBHUHA), aHanu3 Ha renatuT B, rematut C, BUY, cudunuc, uMMyHOJIOTHYECKOE
uccienoBanne KpoBu Ha anti-VZV-IgG, o030pHas pentreHorpadus OpraHOB
TPYAHOM KJIETKH (X711 UCKIIOUEHHS TyOepKyiesa), TEeCT I HCKIIOUYCHHUS
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Tybepkyne3a (kBaHTH(hepoHOBBIM Wi (Gene-dKCmepT), TeCT Ha OEPEeMEHHOCTh y
KEHIIUH JIeTopoaHoro Bo3pacta, MPT ronoBHoro mosra He MeHee ueM 3a 3 Mecslia
70 Hayajla Tepanud M OHKOJIOTMUECKHH CKPUHUHT (MCCIEOBaHUE MOJIOYHOU
JKEJe3bl Y )KCHIIHH).

Oxpenuzymabd y100eH B IPUMEHEHUH — MpernapaT Ha3HayaeTcsl BHYTPUBEHHO
KanenbHO B Ao03e 600 mr (1Be ammyibl 1o 300 Mr) oJiuH pa3 B 6 MECSIICB.

BBenenue npemnapara OCyIIeCTBISECTCS O]l HEOCPEACTBEHHBIM KOHTPOJIEM
JeYallero Bpadya-HEBPOJOra BHYTPUBEHHO KaleJbHO C  HCIOJIb30BAHUEM
uHpy3omara B jgo3upoBke 600 mr kaxable 6 MecsleB € COOMIOJCHUEM
YTBEPKJIECHHOIO MPOTOKOJA MPEMEIUKAIMA U CUMITOMATUYECKON Tepamuu ist
MPO(PIIAKTAKA BO3MOXHBIX PHUCKOB Pa3BUTHS HEKETATCIBHBIX  SIBICHHM.
HauanpHas mo3a momwkHa OBITH pazzeneHa Ha 2 uH(y3uu mo 300 Mr ¢ UHTEpBaJIOM
B 2 HEJICJH.

[lepen xaxmol wuHDY3He o00s3aTeNIbHO TOBTOPSIOTCS Pa3BEPHYTHIN
KJIMHUYECKUM aHadu3 KPOBH, OMOXMMHYECKUN aHalIU3 KPOBHU, CEPOJOTUUYECKUE
uccnenoBanus (BUY, renarutel B u C, cudunuc), ckpuHUHT Ha TyOoepkynes (1 pa3
B roj1). Beenenne HauanbHOM 10361 okpenuzymada 600 mr (mo3a 1) mpoBoautTcs B
BUJIC IBYX OTACIbHBIX BHYTpUBEHHBIX MH(DY3Mit o 300 Mr B 250 MJI ¢ HHTEpBAIOM
B 2 Henenu (B mepBbld U 15-i1 jeHb) ¢ HayanbHOU ckopocThio 30 mi/4u. 3atem
CKOPOCTb MOXXHO YBeNnuuBaTh Kaxple 30 MuHyT Ha 30 M1/4 10 MaKCUMAaJIbHOM -
180 mn/u. Kaxxayro undysuro cienyer NpoBOAUTH NPUOIU3UTEIBHO B TCUCHHE 2,5
4. Creayromue 103bl OKpenu3ymada BBOASATCS KaxkIble 6 MeECSleB B BUE
OJIHOKpaTHOUW BHyTpuBeHHOW MHPY3uu 600 mr. Haunnats mHQYy31I0 HEOOXOIUMO
co ckopocThio 40 mii/d. 3aTeM CKOPOCTb MOXKHO YBEIMYMBATh Kaxjbie 30 MUH Ha
40 mu/u o MakcuMmanbHOM ckopoctu 200 mi/u. MHQy3ui0 ciaeayer NpoBOAMTH
MpUOJIM3UTENBHO B TeYeHHE 3,5 .

[lepen HazHaueHuem okpenu3ymada MalMeHTa HEOOXOIUMO 0053aTeNbHO
NpeaynpeInuTh O HEOOXOJUMOCTH COOOIaTh O CHUMIOTOMax HHQEKINH,
HEXENAaTeNIbHBIX PEaKIMsIX, O HEOOXOAMMOCTH H30€raTh BaKIIMHAIUU >KUBBIMU
BaKI[MHAMH, CTPOTOM COOJIIOJICHUM KOHTpAIENIMU M0 KpalHel mepe 6 MecsleB
MOCJI€ BBEJCHUS Ipernapara, a TakKe€ O BO3MOYKHBIX HEKEJIATENIbHBIX PEaKIUsX,
(BKIIFOUAsE PUCK paka MOJIOYHOW IKeJIe3bl, PEAKTUBAIIMU JATCHTHBIX HHQEKIIHIA).
[laniuenta mnpegynpexAalOT O HEOOXOAMMOCTH BO3JAEPXKAThCA OT TpHUeMa
AHTUTUIIEPTEH3UBHBIX IIPENapaToB yTPOM B JIeHb UH(DY3HH.

Jns mpenynpexaeHuss WHOY3MOHHBIX PEAKIUA, UX YacCTOThl U TSHKECTH
nepen  kKaxaou wuHy3Wed okpenusymaba HeoOxomaumo BBectH 100  wmr
METWJINPETHU30JIOHa BHYTPUBEHHO KamelbHO 3a 30 MUHYT Tepel Kaxiaou
uH(py3ue; anTurucTaMmHHoe cpeacTBo 3a 30-60 MUHYT nepen Kax10i nHdy3uei.
B0o3MOXHO JOMOJHHUTENHHOE HCIOJb30BAHUE MPEMEIUKAIIMA aHTUIIUPETUKOM
(manpumep, amneramuHoden/mapareramon) 3a 30-60 MuH 10 HaYalia KaKIou
BHYTPHUBEHHOU MH(Y3UU OKpenn3ymada.

[Ipu mpormycke TUTAHOBOTO BBEICHUS OKpeln3ymMada PpPEKOMEHIYETCS B
KpaTyaillliie CpPOKH €ro BBEJICHHE B PEKOMEHIYEMOH J03€, HE JO0KHUIASICh
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CJIEYIOIIEro 3aljlaHupOBaHHOTO BBeneHusA. CHMKEHHE 03bl OKpenuzymada He
PEKOMEHTyeTCs.

3a manueHTaMu HeoOXOJMMO TIIATENbHO Habo1aTh He MeHee | 4 mocie
3aBepIleHUs UH(PY3UHU, YTOOBI BBISIBUTH BO3MOXKHBbIE MH(Y3HOHHBIE peakiuu. [Ipu
Pa3BUTHH TSKEJIBIX CUMITOMOB CO CTOPOHBI JIBIXaTE€JIbHON CHUCTEMBI, TaKUX Kak
OpoHxocla3sM Wid 000CTpeHHE acTMbl, HH(QY3UIO0 OKpenu3ymada cieayer
npeKpaTuTh HeMeqjieHHo. Ilocie mnpoBeaeHuss CUMOTOMATUYECKOrO JIEUEHUs
MAlUMEHT JOJDKEH HAXOIUThCA M0 HAOIIOIEHHEM Bpada 0 MOJHOTO MCUE3HOBEHUS
CUMIITOMOB CO CTOpPOHBI JBIXaTE€JIbHOM CHCTEMBI, T.K. IOCJE NEPBOHAYAIBHOTO
YIy4IIEHUS MOXET TOCIEeA0BaTh MOBTOpHOE yxyameHue. WHy3no MOXHO
BO300HOBUTH TOJIKO MOCJIE MCUE3HOBEHUS BCEX CUMNTOMOB. HauanpHas cKOpocTh
Ipy BO30OHOBIECHMM HMH(Y3UM JOKHA OBITH B 2 paza HUXKE, YeM CKOpPOCTb
uH(QY3Ud Ha MOMEHT HaJala pa3BUTUA peakuud. [Ipu BO3HUKHOBEHUU
MH(}Y3UOHHON PEAKIMH JIETKOM M CpeHEN CTEeNEeHU TSKECTH (HallpuUMep, TOJI0BHas
00Jb) CKOpPOCTh MH(Y3UU CIEIyeT CHU3UTHh B 2 pa3a. BBeleHue co CHUKEHHON
BJIBOE CKOPOCTBIO CJIEJyET MPOJOJIKATh B TeueHne MUHUMYM 30 MuHyT. B ciydae
XOpoIel NepPeHOCUMOCTH MH(Y3UU, MOKHO BEPHYThCS K M3HAYAJIbHOW CKOpPOCTU
BBEJICHUS Mpernapara.

Bo Bpemst undy3un oxpenuzymadba v mociae Hee MPOBOAUTCS MOHUTOPHHT
nyaeca U AJl, Tak Kak BO3MOYKHO IOHM)KEHHE apTepUaIbHOIO JaBJIEHUS Kak
CUMIITOM MH(]Y3HOHHOHU peakunu. He pekoMeHayeTcsl Ha3HauY€HUEe TUIIOTEH3UBHOU
Tepanuu B TeueHUE 12 yacoB J0 Hayajlia W Ha MPOTKEHUU Kaxaou HHQPY3UH
okpenuzymaba. [Ipu pa3BUTUM YrpOXKAOIMIMUX XKU3HW WU WHBATUAU3UPYIOIINX
WHQY3UOHHBIX  PEAKIIHid (ocTpas peaxius THIEPYYBCTBUTEIHHOCTH,
pecnupaTopHbIi JUCCTpec-CUHAPOM), Ha (oHEe mnepBoid MHEDY3UH OKpenu3zymada
MAIMEHTY OKa3bIBACTCS MEIUIIMHCKAs TOMOIIb B COOTBETCTBUU C KIMHHUYECKUMHU
MPOTOKOJIAaMH, YTBEPXKACHHBIMU MUH3IpAaBOM, U JajbHEIlIee HCIOIb30BaHUE
oKpenu3zymada mpOTUBOMNOKA3aHO.

Haubonee 4yacTbIMHM HEXeNaTeIbHbIMU pPEAKIMSIMH, CBA3aHHBIMH C
BBEJICHUEM OKpeiau3yMada, SBISIOTCS: HEUTPOIEHUS, KOHBIOKTUBUT, CHUHYCHT,
MHOEKIIMU  BEpXHUX  JbIXaTeNbHBIX  MyTed  (Ha3o(apeHruT, OpOHXUT),
OIOSCBHIBAIOIINI IepIiec.

B cnydae o6octpenuss PC Ha Qone Tepanuu oxpenn3ymaboM BO3MOMKHO
MIPOBEICHHE MYJIbC-TEPANUNA METUIIIPETHU30IOHOM.
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3AKVIIOYEHUE

Takum o6pazom, II[IPC mno »snuaemudeckuM, aepMorpaduyueckum,
KIMHUYECKMM W HEHPOBU3YAIM3AUMOHHBIM XAapPAKTEPUCTUKAM  CYLIECTBEHHO
otau4aercs ot apyrux ¢opm PC.

VYcranosnenne auarto3a I[IIIPC TpeOyeT oT Bpauda-HEBpOJIOra BBICOKOTO
npodeccuoHanu3Ma, TIIyOOKOrO  3HAHMS  JUAarHOCTUYECKHMX  METOJOB U
ocobennocteil teuenus IIIIPC, a Takke HEKOE «TrOTOBHOCTH» pPAaclO3HaTh H
MPaBUJIBHO WHTEPHpPETHpOBaTh cuMnToMmbl. HeoOxomumo mnomuuth, uto IITPC
XapaKkTepu3yeTcs ObICTPBIM IPOrPECCUPOBAHUEM 3a00JIEBaHUs, @ ITO NMPUBOAUT K
HEN30€KHON MHBaJIMAU3aluu nanuenta. [Ipu nmo3aHeil nuarHoctuke 3a00JieBaHUsA
YIIyCKaeTCsl BPEMsI «TEpalleBTHUECKOIO0 OKHa», T.€. TOT IPOMEXYTOK BPEMEHH,
korga HasHaueHnue Ttepanuun [IMTPC oka3eiBaeTcst Haubosee 3(QQPEKTUBHBIM.
Takum 06pazom, ocHOBHOM npuHIMN AuarHocTuku u tepanuu [MITPC — «monacte B
L[€JIb TOYHO U MAKCHUMAJIBHO PAaHO», TO €CTh 0 TOI'O MOMEHTA, II0Ka HE HCUEpIIaH
HEBPOJIOTUYECKHUMN PE3EPB.

Ha ceromssmHui eHb €IMHCTBEHHBIM npenaparoMm cpeau Bcex [IMTPC,
CIOCOOHBIM TPENOTBPATUTH IMPOTPECCUPOBAHHME 3TOM arpeccuBHOM (opmbl PC
ABJISIETCS. OKpenu3ymad. B mpoBeneHHBIX KIIMHUYECKUX MCCIEIOBAHUAX, a TAKKE B
MOBCEIHEBHON  KJIMHUYECKOW TMPAKTUKE OKpeln3ymMad TOKa3aldl BBICOKYIO
¢ pexTuBHOCT U Oe3onmacHOCTh ISl JedeHus nauueHtoB ¢ [IMIPC u apyrumwu
dbopmamu PC.

['maBHOE, HO YTO XOueTcs OOpaTUTh BHUMAHUE MPAKTHUKYIOIIMX Bpadeu —
4YeM paHbllle HA4YMHAETCA aJeKBaTHOE JIEUEHUE, TeM OOJbllIe BEPOSTHOCTD
[IPENOTBPATUTh WHBAIWAM3ALUIO IIAMEHTA W COXPAaHUTb BBICOKUH YPOBEHb
Ka4eCTBa €ro KU3HU.
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