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KiaroueBnie cjioBa
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Cnmcok cokpameHui

AJl — aprepuanbHO€E 1aBJICHUE

AKTI — anpeHOKOPTUKOTPOIIHBII TOPMOH

BOC — 6uonornueckast ooOpaTHas CBsA3b

BBUI" — BHYyTpUBEHHBII HMMYHOTJIOOYTHH

BII — BbI3BaHHBIE TOTEHIIMAIBI

BIIPC — BTOpUYHO-IIPOrpeCCUPYIOLINI pacCesTHHBINA CKIIEPO3

I'KC — ri1roKOKOpTUKOCTEPOU I

I'Db — remarosHuedannueckuii 6apbep

KUC — kmmHu4ecKu U30JMpOBaHHbIN CHHAPOM

JI®OK — neuebnas puskynprypa

MPT — marHuTHO-pe30HaHCHAsE TOMOTpadus

OPDOM — ocTpblil paccestHHBIN SHIIEPATOMHUEITUT

[INTPC — npenapatbl, U3MEHSIOIINE TEYEHUE PACCEIHHOTO CKIIEpO3a

[IMJI — mporpeccupytomas MyabTH(GOKaTbHAS JIeHKOIHIIe(ATOTaTHs

[ITPC — nepBUYHO-TIPOrPECCUPYIOLNN PACCESHHBIN CKIIEPO3

[MITPCO — nepBUYHO-IPOTPECCUPYIOLIUIN paCCESHHBIN CKIIEpO3 ¢ 000CTpEHUAMU

PPC — pemuttupyronmii pacCestHHbIN CKIEpO3

PC — paccesiHHBIi ckilepo3

OC — pyHKUMOHATIBHAS CUCTEMA

I[IHC — nenrtpanbHast HepBHas CCTEMa

LCX — nepedbpocnuHanbHas KHUAKOCTh

EDSS — Expanded Disability Status Scale

FDA — Food and Drug Administration (YmpaBieHue [0 CaHHTapHOMY HaI30py 3a
Ka4eCTBOM IMUIIEBBIX MPOJTYKTOB U MEUKAMEHTOB)

GA — rnatupamepa arerat

IFN-B — untepdepon-6era

IgA — ummyHOrIOOYTMH A

19G — ummyHornoOynun G

IPMSSG - International Pediatric MS Study Group (MexxayHapoaHas Tpymma 1o u3y4eHHIO
nenuarpudeckoro PC)

JCV —John Cunningham virus (JC-virus)

MELAS - Mitochondrial encephalomyopathy, lactic acidosis, and stroke-like episodes

NMSS — National Multiple Sclerosis Society
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TepMuHbI U onpeaeIeHUs

Paccessnnblii ckiiepo3 (PC) — xpoHHUeckoe mporpeccupyroiiee HHBAIMIN3UPYIOIee 3a00JeBaHNe
HEpPBHOM CHCTEMBI, XapaKTEPHU3YIOIIEeCs JUCCEMUHMPOBAHHBIMUA OYaraMM BOCHAJICHUS U
JeMHUeNIMHU3auU ¢ GOpMUPOBAHUEM BTOPUYHON AU(dy3HON JereHepaini.

Oboctpenne PC (3k3amep0anmsi) — 3TO MOSIBJICHHME HOBOM HEBPOJOTMYECKOW CHUMITOMATHUKH,
BBISBJSIEMON TIPU KJIMHUYECKOM OOCIeIOBaHUU (WM YCHJICHUE WUMEBIIMXCS pPaHEe CHMIITOMOB),

npojiopKaroIeecs 6osee 24 4acos.



1. Kparkas ungopmanust

1.1 Onpeneaenune

Paccesanspiii  cknepo3 (PC) — xpoHHUuecKoe MNpOrpeccUpyromiee HHBAIUIA3UPYIOIIEEe
3a00JICBaHME HEPBHOH CHCTEMBI, XapaKTEepH3YIOIIeecs JIUCCEMUHUPOBAHHBIMH  OYaraMu

BOCMAJICHUS U IEMUEIHHU3AIMH ¢ HOpMHUpOBaHHEM BTOpUYHOM M1 dy3HOM nereHeparum.

1.2 DnuaeMuoJI0rus

B mupe 3apeructpupoBano 3 muH. ciydaeB, B EBpone — 350 Teic., B CIIIA — 450 TbIC., B
Poccun — 150 teic. [48]. Ilpu u3ydeHHH SMUAEMHUOIOTHE PACCESIHHOTO CKiIepo3a B MockBe ObLIO
YCTaHOBJICHO, YTO JIeO0T 3a00seBanus 10 16 et otmevasics y 5,66% narueHToB [49].

CaMplM  paHHUM  BO3pacToM  Jae0l0Ta  JOCTOBEPHOTO,  MaToMop(OIIOTHYECKU
noarBepxkaeHHoro PC npunsto cuntath 10 Mec. — KIMHUYECKUH ciydail, onucanubiii C.Shaw u
E.Alvord B 1987r. [38, 50]. B EBporie Ha meauaTpuyecKuii pacCessHHbIA CKIEPO3 MPUXOJUTCS 10
5% Bcex ciydaeB 6onesnu [42]. Bo Bcex momymsiusx skeHumubl 6oneror PC B 1,5-2 pasa gaire,
yeMm MYyx4uHbI. [Ipu sTOM y nereit B Bo3pactHoil rpymme g0 10 et yactora BosHUKHOBeHUs PC
PUMEPHO OJIMHAKOBA KaK y JIEBOYEK, TaK U Y MAJIbYUKOB, U JIUIIb B MOJPOCTKOBOM BO3pacTe OHA
3HAYUTEIHHO BO3PACTAET B KEHCKOW MOMyJsAuu. J[aHHas 3aKOHOMEPHOCTh MOCTYXKHJIa OJHON U3
IpuuuH, pasgeneHus nenuatpuyeckoro PC Ha nBe Bo3pactHble kareropuu: "merckuii” PC c
nebroToM 3aboneBanust 10 10 ner (mo Havayia mybepTaTHOro mepuoja) u “toBeHWwIbHBIN PC ¢
nebrorom 3aboneBanus oT 10 mo 15 ner. OTnaneHHbI IPOrHO3 MPOTPECCUPOBAHUS 3a00JIeBaHNUS,
Oonee OmarompusTeH B rpymnmne OonbHbIX c¢ “Aerckum” PC, B TO BpeMsi Kak MalMEeHTHI C
“roBeHmibHBIM” PC, He3aBHCHMMO OT II0JIa, MMEIOT Ooisiee ‘3iokadectBeHHOe” Teuenue PC ¢
YacTBIMU OOOCTPEHMSIMH U OBICTPHIM (OPMHUPOBAHHUEM CTOMKOIO HEBPOJIOTHMUECKOro jaeduuura
[44].

PacnpoctpanenHocts PC 3HaunTenbHO 3aBUCHT OT reorpauueckux 30H: OHa Hauboiee
HU3Ka B 30HE DJKBaTopa W YBEIMYMBAEeTCA IO Mepe yhaineHus oT Hero. Camasi BBICOKas
3aboneBaeMocTh PC oTmeuaercss B CeBepHoil EBporie, cpenneii yactu CeBepHONt AMEpPUKH U Ha
fore ABcTpanuu. boneoT mpeuMyliecTBEHHO JUIa €BPONEOMAHON pachl, pexe — BBIXOALBI U3

Azun, Adpuxu.

1.3 DTHOJOrMS ¥ IATOreHe3

HeCMOTpH Ha OOJBIIOE YHCIIO HCCHCHOB&HHﬁ, MOCBAIICHHBIX HU3YYCHHUIO 3THOIATOTCHC3a

PaccestHHOTO CKJIEp03a, MPUYUHBI €r0 pa3BUTHS OKOHYATeIbHO HescHbl. Hanbonee o60cHOBaHHOM



cuutaercsi  MyJabTU(GAKTOpHas  Teopus,  MOApa3yMeBaoIllas  COYETaHHWE  TIeHETHYECKON
IPEPaCcIONI0KEHHOCTH M BHEIIHUX (PAKTOPOB (BKIItOYast UH()EKIMOHHBIC areHTHI).

Hekotopbie OCHOBHBIE TOJOXKEHUS O POJHM HACIEICTBEHHBIX (PAKTOPOB IMOJTBEPKIAIOTCS
JaHHBIMA MHOTOJIETHHX HCCJIEIOBaHHI O TeHeTH4ecKod mpeapacnoiiokeHHoct K PC, koropas
ornpezensercss HabOpOM I'eHOB, KaK CBA3aHHBIX, TaK M HE CBSI3aHHBIX C UMMYHHBIM OTBETOM (B
3aBHCUMOCTH OT 3THUYECKOro cBoeoOpasms). PC sBisiercs MyJbTUTEHHBIM 3a00JICBaHHEM C
BOBJICUEHUEM JIOKYCOB, HMMEIOIIMX pa3HOE 3HAYEHHWE B PA3JIMYHBIX ATHUUYECKUX TIpYIIaAX.
['enetnyeckue (GaxTopbl MOTYT 00YCIOBIMBATH cBoeoOpasue kinumHudeckux ¢opm PC; mpu stom
BO3MOXXHO OJHOBPEMEHHOE NPUCYTCTBUE PA3JIMYHBIX TEHOB, BIMSIOMIMX HAa OCOOCHHOCTH
[IaTOT€HE3a, TEYEHUs M IPOTHO3 IIpolecca AEMHUENIMHU3aUUUA. ENMHCTBEHHBIM yHUBEPCAJIbHBINA
JOKyC, ci1a00 CBsI3aHHBI C TOBBIMICHHBIM pUCKOM pa3Butusi PC, Obul KapTUpoBaH Ha 6-i
xpomocome B obmactu Human Leukocytes Antigens (HLA) kiacca II rmaBHOro komruiekca
TUCTOCOBMECTUMOCTH, T.€. MOJTBEPAMIIACH XOpOIIO H3BECTHas paHee, cnabas, HO Hamboiee
ycroiuuBas accormanus PC ¢ ompenenennsiM ramorunom HLA, xak mpaswio, DR2 [15, 39].
HaubGonee 3HaumMoil sTa acconumaius okasajack mnpu oOcinenoBaHuu ciaydaeB PC ¢ paHHuUM
HayasoM 3a00JIeBaHus, TO €CTh B Bo3pacte 10 16 set [5].

[IposiBneHus: TeHeTHYECKON MpeapacrnonokeHHocTH K PC Hepeako cBsi3aHbl ¢ BHEIIHUMU
daktopamu. Cpenu BHEHMIHUX (DAKTOPOB HMMEET 3HAYEHHE YacTOTa IMEPEHECEHHBIX PEOCHKOM
MH(pEKINH, ICUX0AIMOLMOHATIBHBIN CTpecc, HalMuue KOHTAKTOB ¢ TOKcuueckumHu Bemectamu (CO,
MBIIIBSK, CBUHEL], IMHK, MapraHel u Ap.), 0COOEHHOCTH MUTaHUs (M30BITOYHOE KOIUYECTBO Oeika
U JKUPOB J)KUBOTHOTO NMPOUCXOXKJCHHS) M aTMMEHTapHbIA AeQUIIUT MO Psily BUTAMHUHOB (BUTaMUH
D, Bi, u 1.1.). HakannuBaercst Bce 0oJibliie J0Ka3aTeIbCTB POJIM HEAOCTAaTOYHOCTH BUTamMuHa D B
pazeutun PC. Buramun D — MomHblli peryiasTopHblii  (akTop, CHOCOOHBIM MOJABIATH
MMMYHONIATOJIOTUYECKME  pPEaKIMM  OpraHu3Ma  (4pe3MEepHyH akTUBHOCTH T1-xenmepos,
HNOBPEXJAIOIIUX MHUEIMHOBYIO OOOJOYKY HEPBOB), OH SBISETCS MPSAMBIM M KOCBEHHBIM
perymsitopom nuddepeniuposkn u aktuBanuu CD4+ T-kimetok. BeICOKHMIT ypoBeHB ComepiKaHUS
ButamuHa D B kpoBu cHmxkaer puck PC (y nui eBporeouHO pachl); MOBBIIIEHWE YPOBHS 25-
rujipokcuBuTaMuHia D Ha kaxxasie 50 HMOJIB/T yMEHBIIAET pUCK 3a0ojeBaHus npumepHo Ha 40%).
Hexoropele uH(peKkunoHHbIE (GaKTOpsl MOTYT sBIAThCS «Tpurrepamm» PC: Bupycsl (kopw,
peTpoBupychl, DniteitHa-bapp, npyrue repnecBUpychl, MapaMUKCOBUPYCHI U T.[.), MUKOIIJIa3Mbl,
CTaMIIOKOKKH, CTPENITOKOKKH, OJieTHasl CIIMPOXeTa, TPUOKH U Apyrue natoressi [1, 32].

Teopus «MeIeHHOTO BHUpycay», coraacHo kotopoil PC pa3BuBaeTcs M mporpeccupyer moj
BO3/ICCTBHEM HEU3BECTHOTIO BUpYyca (MU BHUPYCOB) Ha CETOJHS yTpaTuia CBOI aKTYalbHOCTb,
MOCKOJIbKY M3MEHEHHUs, MPOUCXOALINE B MO3re MPH MEJIEHHBIX MH(EKIUSIX HEPBHON CUCTEMBI,

SHAYUTECIBHO OTIIUYACTCA OT TAKOBBIX IIPHU PC.



[Tatorene3 PC cknaapiBaeTCsa U3 TPEX OCHOBHBIX MATOJOTMYECKUX MPOIECCOB: BOCHAJICHUE,
JEMHENINHN3ALNS U HelpoiereHepanusl.

Pa3BuTHio BocnanuTenbHOM peakuuu B IeHTpanbHOW HepBHOM cucreme ILIHC mpu PC
IpEeIIeCTBYeT aKTUBalMs aHepruyHbiX T-kiaerok Ha nepudepun BHe IIHC c mocnenyromum
IIPOHUKHOBEHUEM ayTOpPEaKTUBHBIX T-kieTok yepe3 ['DOb mocpencTBoM yBeNMUYEHHUS 3KCIPECCUU
MOJIeKyJl anre3uu [72]. BeIxoj JICHKOIMTOB M3 COCYIUCTOrO pyciia OCYIICCTBISICTCS 4Yepe3 Psij
ATaIOB: CEJICKTUHONOCPEAOBAHHAS aJre3us, AUane/e3, MUrpalus K ouary BocniajieHus [64].

B ¢wusuonornueckux yciaoBusx ['DOb wuMeer o4yeHb HM3KYI0 TPOHHUIIAEMOCTH IS
UMMYHOKOMIIETEHTHBIX KJIeTOK U Mojekyld. OOpruHo B IIHC wuMMyHHass peakTUBHOCTh
peryiupyercss KJIETKaMH MMKpPOIJIMM W acTpouuTamu. Jpyrumu BellecTBaMHM, IOBBIILIAIOIIUMUI
orkpbiTocTh [IHC, sBHsAtOTCA MOJEKYJIbl aAre€3UHM, XEMOKHHBI, LMTOKHHBI U MAaTPUKCHBIE
Metasutonporeassl (MMII).

[IpoBeneHHbIE B IOCIENHHUE TOAbI MCCIEAOBAHMS IO JETAJIM3AlMA PA3IUYHBIX 3BEHBEB
natoreHe3a PC, B 4aCTHOCTH, MOKa3ajlu BaXKHYIO POJIb MAaTPUKCHBIX MeTaonporeas (MMII) B
noBellieHUH npoHunaemoctd ['9b. MMII-7 u MMII-9 npoayuupyrorcs acTpouutamu U
MakpoIIMed II0J BIMSHUEM IPOBOCHAIMUTEIBHBIX LHMTOKMHOB M HUIPAIOT BAXHYK pOJb B
NOBBIIEHUM IpoHunaemoctu [Ob, wmurpanum ayropeakTHMBHBIX T-KJIETOK B IapeHXUMY
LEHTPaJIbHOW HEPBHON CUCTEMbI, MEXaHU3MAX JIEMUCITMHU3ALIH.

[IpoHuKIIME B HEPBHYIO CUCTEMY aKTUBUPOBaHHbIE T-KIETKH, BTOPUUYHO aKTUBUPOBAHHBIE
Makpogaru U KJIeTKM MUKPOIJIMU BBIJIENIAIOT IPOBOCIATIUTEIbHBIE IUTOKUHBI: HHTEp(EpOH-TaMMa,
aMMQOTOKCHH, (akTop HeKpo3a Omyxoyiei-o, YTO BeleT K Pa3sBUTHIO OrPaHUYEHHOU
BOCHaMTENbHOM peakuuu. Ha 3ToM (oHe HauMHaeT OBICTPO MEHATHCS MUKPOOKPYXKEHHE
TOJIOBHOT'O MO3Ta 3a CYET PE3KOro BO3paCTaHMs COJAEPKaHUS MEIUATOPOB BOCIHATICHMSI, U3MEHSETCS
npoHunaemMocts 1'Ob, B pe3ynpTaTe OTKpBIBAE€TCSA AOCTYN BTOPUYHOIO IIOTOKAa MOHOLIMTOB M
apyrux kietok Bocnaienus B [IIHC [63]. [Tomumo akTHBaIiu KIETOYHOTO 3BeHa, B matoreHes PC
BOBJIGKA€TCSI W TyMOpaJbHOE 3BEHO HMMMYHHUTETA, T[IOBBIIIAETCS AaKTUBHOCTb CHUCTEMBI
KOMIUIEMEHTa. B pe3ynbraTe Kackaja HMMYHOJIOTMYECKUX M OHMOXMMHYECKUX HapylIeHUI
pa3BHUBAETCS NOBPEXKACHUE MUEIMHA U OJIMTOJCHIPOLIUTOB.

Raine C.S., Bonetti B., Cannella B. (1998) Obuto mokaszaHo, 4To KJIIOY€BBIM (hakTOpom
naToreHe3a nospexaeHuid npu PC sBnsercs rubenb HEWPOHOB, KOTOpas pealu3yercs Kak
nporpammupoBanHas rubens kietku (III'K) (amomTo3) m maronormueckasl KieToyHash CMEpTh
(Hekpo3). B pesynbrare MpoMcXoauT MOBPEXIEHHE aKCOHOB U HEHPOHOB, CTEMEHb BBIPAKEHHOCTH
KOTOpPOr0 BapbUPYET M0 MHTEHCUBHOCTHU KAK B PAa3JINYHBIX O4arax Mopa’k€Hus y OJHOIO NaIUEHTa,

TaKk ¥ MpPH CpaBHEHHM o4yaroB y pasHbix O0oibHBIX PC. B HacTodiee BpeMsi yCTaHOBJIEHO, YTO B



Ka4ecTBE WHAYIHPYIOMUX aronTo3 (akToOpoB BBHICTYMAIOT IPOBOCIAIHTEIBHBIC ITHTOKUHBI
(dbaxTop Hekpo3a omyxoreii-o, ramma-uHTepdepoH) [67].

OcHoBHbIE TATOMOP(OTOTHIECKIE U3MEHEHHS (BOCIATUTEIbHBIC OJSIIKH) PA3BHBAIOTCS B
0eJIoM BEIIECTBE M XapaKTEPH3YIOTCS paciaioM MUEITHHOBBIX 000JI0UEK MPOBOJHUKOBBIX CHCTEM B
pa3IMYHBIX OTJENIaX TOJOBHOTO M CHMHHOTO Mo3ra. Haumbosiee 4YacTo OHHM JIOKaIHM3YIOTCS B
OOKOBBIX M 3aJJHUX CTOJI0aX CIMHHOT'O MO3Ta, B 00JaCTH MOCTa, MO3KEUKE M 3PUTEIbHBIX HEpBaX.
[Topaxarorcsi, TIaBHBIM 00pa30M, IBOJIOIMOHHO MOJIOJBIC HEPBHBIC CTPYKTYPhl — ITHPAMHUIHBIC
MPOBOJTHUKY, 3aJHUE CTOJOBI CIMHHOTO MO3Ta, HENEPEKPEIICHHBIC BOJOKHA 3PHTEIBHOTO HEpBa.
[TpoBeneHHBIC B TIOCIIEIHUE TOJBI UCCICAOBAHMS JTIOKA3aJIM, YTO MMATOJOTHYECKUE U3MEHEHUS TPU
PC taxke MMEIOT MECTO B CEPOM BEIISCTBE KOPHI TOJIOBHOTO MO3T'a, MOJIKOPKOBBIX 00pa30BaHUIX
U nepu)epuvecKorl HEpBHOM cUCTEME.

[IposiBJICHUSIMM ~ aKTUBHOI'O  BOCHAJIUTEIBHOIO  IPOIECCca  SIBISIOTCS  KJIMHUYECKUE
oboctpenust PC, a Takke MOSBICHHE HOBBIX OYaroB M HAKOIUICHUE B HUX KOHTPACTHOTO BEIIECTBA
npu nposeneHn MPT rososHoro mosra.

OMHOBPEMEHHO C MPOIECCOM JAEMHUEIWHU3ANUN UAET M MPOIEecC PEeMHUETMHU3AINH, YTO
0COOCGHHO 3aMETHO Ha Kpasx aKTUBHOW OJsmikv. PeMuenuHuzaiusi 0OYCIIOBIMBAET HAUYHE
KIMHUYECKMX  peMuccuil  3aboseBanusi. OpHako, HECMOTpsT Ha TMOSBJICHHE Tpoliecca
pPEMHUEIIMHHU3ALUHN y)KEe Ha PaHHHUX CTaausX oOpa3oBaHMs OJISIIKH, BOCCTAHOBJICHUEC MHEIHMHOBOM
000JIOYKH MPOUCXOIUT HENOCTaTOYHO 3 (dekTuBHO. UeM JumTenpHee TeueHne 3a00seBaHus, TEM
MEHEE BBIPQKEH MPOIECC PEMHUEIMHU3ALUU, YTO  OOYCIOBIMBACT IMPOrPECCHPOBAHUE
HeBpoJsIoruveckoro aedwurnmra [8].

[ToMumMoO pa3BUTHS BOCHAIUTEIBHBIX pEAKIMH, JICMHUCITHHU3UPYIOIIET0 Tpolecca Hu
[ITHATIBHBIX HAPYIICHUH B MOCICIHIE OBl 00Jbilioe BHUMaHue 1pu PC yIessiFoT ¥ BOBJICUYCHHIO B
IpOLIECC aKCOHOB. VMIMEHHO aKCOHANbHOE TOBPEXICHUE CUYUTAIOT OTBETCTBEHHBIM 32 pa3BUTHE
HEoOpaTUMOro HEBPOJIOTHUECKOTO Je(PHIUTa U TPaHCHOPMALMIO PEMUTTHPYIOIETO TEYEHHS C
JTa0MJIBHOCTBIO CHUMIITOMOB B BHJEC YEPEJAOBAHUS MEPUOJOB YXYALICHUS U TOCIEAYIOUIETO
BOCCTAHOBJICHUSI HAPYIICHHBIX (QYHKIMHA BO BTOPUYHO-IIPOTPECCHPYIOIIEE C HEYKIOHHBIM

HapacTaHWEM TEMITOB MHBAIMAN3AIIMH TTalneHToB [28].

1.4 Koguposauue no MKE-10

G 35.0 — PaccesinHbIif ckilepo3

1.5 Knaccudukanus

B Hacrosmiee BpEMsA HC MPUHATO HUCIIOJIB3YEMOC PAHCC BLIACICHHUC KIIMHUYCCKUX (I)OpM PC

(OHTI/I“ICCKOI\/’I, ueperocm/IHaanoﬁ n MO3)KC‘-IKOB0ﬁ), OCHOBAHHOC Ha BCAYIIUX IPOABJICHUAX

9



3a0oyieBaHus, TaK KaK JaHHbIE HEHPOBHM3YaIM3aIMOHHBIX U AJEKTPOPU3NOIOTHYECKUX METOJI0B
WCCJICIOBAHMS CBUACTEILCTBYIOT O MOpakeHUH paznuyHbix oraenoB LITHC mpu mo6oit u3 sTux
dopm.

Knunnueckue Gopmsl PC BbIIENAIOT Ha OCHOBE THIIA TEYSHHS 3a00IeBaHMUS:

e pemurrupyromuii PC (PPC);

e BropuuHo-nporpeccupyromuii PC (BITPC);

e nepBuuHo-niporpeccupytommii PC (IITPC);

e nepBuuHO-TIporpeccupytomuii PC ¢ o6octpenusmu (ITITPCO).

OCHOBHBIMU ~TOKa3aTEIsIMH TEUCHHS 3a00JIeBaHUS SBISIOTCA HaJIMYUMe M 4YacToTa
KIIMHUYECKH OIpeIesieMbIX 0OOCTPEHUN U TEMITbl HapacTaHUsI HEBPOJIOTMUYECKON CUMIITOMATHKHU.

Ob6octpenue PC  (9k3amepOanusi) — 93TO TOSBICHHE HOBOM  HEBPOJOTHYECKOU
CHUMIITOMATHKH, BBISBIISIEMON TPU KIIMHUYECKOM OOCIIeIOBAaHUH (MM YCHJICHHE MMEBIIUXCS paHee
CUMIITOMOB), IpoJIoJDKaromieecs ooinee 24 yacoB. MHTEpBaiIbl MeXIy 000CTPEHUSMHU COCTABIISIOT
He MeHee 3 mecaueB. O6octpenus PC crienyer oTiMuaTh OT «IICEBIOOOCTPEHUN», TPU KOTOPBIX
OTMEYaeTCsl MOSIBIICHHE HOBOW KIMHMYECKON CUMITOMATHUKU WU yCYT'YOJICHHE YK€ MMEIOIIencs,
KOTOpPOE MOXKET Pa3BUThCA Ha (DOHE COMYTCTBYIOLIETO COMATUYECKOTO 3a00JeBaHUs, HANPUMED,
IIPY TTOBBIIICHUU TEMIIEPATYPHI TeJla U MPOXOIUT C HOpMaIHu3auen odmero cocrosHus. Pemuccns

PC — 570 0oTCYTCTBHE HOBOI1 HEBPOJIIOTMYECKON CUMIITOMATHKH.

1.6 lIpuMepbI AMATHO30B

o Pacceannvlil ckiepos, pemumupyioujee medenue, cmaous 060cmpenus
o Pacceannuvlil cknepos, pemumupyioujee medenue, cmaoust KIUHU4EeCKOU pemMuccuu
o PaccesanHuvlil ck1epo3, MOpUYHO-NPOcPeOUeHMHOe meyeHue

o Pacceanunuwiii CKepos, nepeuuHo-npozpe()ueHmHoe mey4yeHue

1.7 Kauauyeckas KapTHHA

KnaccndyeckuM cuutaercss BOTHOOOPAa3HOE T€UEHUE 3a00JIE€BAHUS C NEPUOJAMH YXY/IIECHUS
U YIYyYIIEHUS COCTOSIHUS, TO €CTh peMuTTupyroumii tun TteueHuss PC, mnportekarommii ¢
00OCTPEHUSIMU U PEMHUCCUSIMH, TOJHBIM WJIM HENOJHBIM BOCCTAHOBJICHHEM (DYHKIUII B MepHOAbI
MEXIy OOOCTpEHMSIMM M OTCYTCTBHEM HapacTaHUsi CHUMIOTOMOB B MEPUOJABI PEMHUCCHM.
KimHMueckne peMHucCHMM HE NPHUBOAAT K 3aTyXaHHUIO IaTOJIOTMYECKOTO IIpolecca, KOTOPBIN
MPOJIOJKAETCSA U MPU OTCYTCTBUU KIMHUUYECKUX MposiBIeHUH. OO 3TOM CBUAETEILCTBYIOT JaHHbIE
HEHPOBU3YAIIM3aLIUOHHBIX METOJIOB UCCIIENOBAHNS, KOTOPBIE BBIABISIOT YBEIIMUEHUE PA3MEPOB YIKE
UMEIOIIMXCA WM IOSBJIEHUE HOBBIX OYaroB, a TAaKXKE HAKOIIJICHUE KOHTPACTHOIO BEILIECTBA B

HEKOTOPBIX U3 HUX. Kax IMpaBujI0, ¢ TCHCHUEM BPEMCHH PEMHUCCUHN CTAHOBATCA MCHEC ITOJHBIMU U
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MPOJODKUTEIbHBIMUA, a Yy OoiblinHCTBa mNanueHToB PC mepexoauT B CTagui0 BTOPUYHOIO
IIPOrPECCUPOBAHUS.

Jlia  BIIPC xapakTepHO NOCTENEHHOE HApPaCTaHME CHUMITOMATHUKUA C  PEAKUMU
oboctpenusmu (niam 6e3 HHX), ¢ NepuogaMu cradbuiamszanuu. [Ipu 3ToM Yactota TpaHchopMmaruu
pemurTupytomero tedeHuss PC Bo BTOPUYHO-IPOTPECCHPYIONIEE YBEIUYHMBACTCI IO MeEpe
JUIMTEeNTbHOCTH 3a0oneBanus, pocturas 24%, 47%, 59%, 74% wu 78% mnupu IMTENTLHOCTH
3abosieBanus 5, 10, 15, 20 u 25 net, COOTBETCTBEHHO.

[IpenckazaTh 4acTOTy 0OOCTPEHMI MIIM CKOPOCThH MPOTPECCUPOBAHUS MPOIECcCa CIOKHO, HO
0o0buHO O mpomiectBuu 15-20 ner oT Havanma 3a0oiieBaHHA Yy BCeX OOJIBHBIX OTMEYaeTcs
MHBAJIMIHOCTh TOW WJIM MHOM cTemneHu TsokecTh. Ilockonbky 3¢ eKTHBHOCTD JOCTYHON Tepanuu
npu BIIPC HeBbicOka, OIHOM M3 BaXHEHIIMX 3agad JiedeHus OosbHbIX ¢ PPC  gBnsgercs
npenynpexaenue Tpanchopmanuu tedenus 3adoneanus B BIIPC.

[TepBuuno-nporpeccupyrommii Tvn PC ormeuaercsa y 10-15% GonbHBIX U XapaKTepU3yeTcs
HEYKJIOHHO TPOTPECCUPYIOIMM HapacTaHUEM HEBPOJIOTMYECKUX HapyLIEHUH € caMoro Hauasia
3aboneBaHus U Ha npoTsbkeHUMH He MmeHee 1 roma. YV 25% mnanumentoB c¢ [MIMPC kaxnerit ron
pa3BuUTHA 3a00JIeBaHUs MIPUBOJUT K YXYAUICHUIO COCTOSIHUS, IO KpaiiHell mMepe, Ha ofuH Oasl 1o
mkasie naBanuausauu Kyprike (expanded disability status scale — EDSS). Teuenue ITITPC 6omnee
3JI0Ka4eCTBEHHOEe, ueM npu pemurrupyomeM PC. PaHee npoieMOHCTpUpPOBAaHO, YTO y BCEX
6oabHBIX ¢ [IIIPC nmpu anutenbHOCTH 3a00€BaHus B >25 J€T UMEIOTCS CYLECTBEHHbIE POOIEMBI
B CaMOOOCITYKMBAaHUH, TOT/Ia KaK MpU BTOpHUUHO-TIporpeccupyomeM PC 31o xapakrepHo He 6onee
yeM 15151 50% GonbHbIX. Y aetelt u noapocTkoB ¢ PC 3TOT Tl TeueHus BeTpedyaeTcs: KpaitHe peiko.

[lepBuuno-nporpeccupyromuii PC ¢ o0ocTpeHUsIMI XapaKTepU3yeTcsl MPOrpecCupyronum
HapacTaHUEM HEBPOJOTUYECKOTo AePHUIIMTa C CaMOTo Haudaja 3abojeBaHMs, HA (OHE KOTOPOTO

HacTynaroT o0ocTpeHus. JlaHHbII BapraHT BcTpedaeTcs peako — B 3-5% ciyuaes.

2. JImarHocTuka

Huaenocmuxa PC, ocobenno 6 debiome Oone3nu, npeocmasisiem HeKomopbwle mpyoHOCHmU.
Yacmoma OuacHocmu4eckux owuboK oaxce 8 Cneyuaru3upOBaAHHbIX YeHMPax COCMAsisiem OKol0
10-15%, 6 ceéazu c uem npu ycmanosnenuu ouacrnoza PC Heobxo0umo ucnonvzosame Kpumepuu
McDonald W.I. u coasm.’

Huaenocmuueckue xpumepuu PC y Oemeii u noopocmkog coomeemcmeyom maxKosbiM y
83POCNbIX,  NPU  IMOM  UCHOJLIVIOMCA — peKoMeHOayuu  (OuasHocmudeckue — Kpumepuu),
paspabomanuvle MencOyHapooHot 3kcnepmuou epynnou McDonald W.I u coaem. (2001) c

nepecmompom u moougurxayueti Polman C.H. u coaem. [34] (Ilpunosicenue I'l).
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2.1 ’Kaao0bl 1 aHAMHE3

Pexomenayercst oOpamiaTh BHUMaHHWE HAa HAJIWYHME MOJOCTPOH, OOBIYHO OJHOCTOPOHHEH
HEMOJIHOM MoTepell 3peHus, COMPOBOXKIAOLIEHCS O0JIE3HEHHOCTBIO MPHU JIBUXKEHUSX TJIas3,
ad(depeHTHBIMU HapYyIICHUSMU 3pPAaYKOBBIX PpPEAKIHMi U pa3BUTUEM IIEHTPAIbHOW WU
MapareHTPAIbHON CKOTOMBI. CHMKEHHUE OCTPOTHI 3pEHUS pa3BUBACTCS OOBIYHO B TEUYCHUE 7-
10 gHEl ¢ MOCTIEAYIONTNM IMOTHBIM WJIH YaCTHYHBIM BOCCTAHOBIICHUEM 3PCHUS
Kommenrtapuu: Haubonee uacmo y oemeu PC Oebromupyem onmuueckum He8pUMOM,
00YCN06IEHHbIM OeMueuHU3ayuell 3pumeibHo20 Hepéa. Hcemounukom muenuHa aKxcoHos
2AH2IUOHAPHBIX — KIeMOK — cemuamru, O00pa3viowux 3pumenvHulll Heps,  AGIAIOMCA
01U200EHOPOYUMbL, a He WBAHHOBCKUE KIeMKU (8 omaudue om Opy2ux YepenHvix U
nepugepuyeckux Hepeos), umo oeiaem MUETUHOBYI0 O000N0YKY 3PUMENbHLIX HEPBO8
uoenmuunou muenuny I[[HC. Kax npasuno, eocnanexue J10KAIU3VeMCs HA Ydacmke
3pUMeNbHO20 Hepea Om Bblx00d €20 U3 KOCMHO020 KAHALA 00 3PUmenbHO20 nepeKpecmd,
nO3MOMY Yauje UCnoab3yiom mepmur «pempooyavoapmwiii hespumy [70].

PekoMenayercss OLEHUTh HaIU4Me€ UYYBCTBUTENBHBIX  HApyIICHUH. XapaKTepHBIM
CUMIITOMOM YYBCTBUTEIBHBIX PACCTPOMCTB SBIISICTCS CUMITOM JlepMHUTTa — OIIyIICHUE
MIPOXOKICHHSI AJIEKTPUYECKOr0 TOKa MO MO3BOHOYHHKY C HMppagualiieil B HOTH WIH PYKU
IIPU HAKJIOHE T'OJIOBBI.

Kommentapuu: emopoii nHaubonee pacnpocmpaHénuol epynnou CUMRMOMOS AGIAIOMCS
yyecmeumenvHvle Hapyuenus. Ha pannux smanax 3aboneeanusi oHu Kpamrko8peMeHHbl U
NPOAGNAIOMCS, KAK NPABUNIO, NApecme3uUsiMu UIU CHUNCeHUeM MAaKmuibHoU u 60/1e801
YY8CMBUMENbHOCMU, HAYUHAACH 8 KOHYUKAX NATblYes ¢ NOCIe0yIoWUM PACNPOCmMpPaHeHueM,
He 6ce20a COOMBEMCmEYs MORUYeCKUM O001acmsam NpoBOOHUKO8bIX HapywieHull. Ilpu
OanbHeluuleM Nnpocpeccuposanuu  3a001e6aHus  pa3euearomcss Hapyulenus 2ny0oKou
YYBCMBUMENbHOCU 68 8ude  acumMmempuu  SUOPAYUOHHOU  YY8CNEUMETbHOCHIU,
SHAYUMENIbHbIM — HAPYUIeHUEeM — MblUeYHO-CYCMABH020 4yecmea  (npu  OlumenbHOCmu
3abonesanus bonee 5 nem), a makdce HaAPyUleHUs MeMNnepamypHou 4y8CmeumeabHoCmu u
(pearce) 601€601 CUHOPOM.

PekoMeHayeTcss OIEHUTh HaIU4Me JABUTATENbHBIA pAcCTPOMCTB, a HMMEHHO HaIU4ue
MBIIIEYHOM ¢J1a00CTH, CITACTUYHOCTH, a TaAK)KE MO3)KEUKOBOI M CEHCUTHBHON aTaKCHM.
Kommenrapun: naubonee uacmoimu ogucamenvuvimu paccmpoticmeamu npu PC sagnaiomcs
Mbluleunas ciabocms, CNACMUYHOCIb, d MAKIHCE MO3MHCEUKOBASL U CEHCUMUBHAS AMAKCUSL.
Cnacmuynocme  obycnosieHa OemuenuHuzayuel KOPMUKO-CNUHAILHO20 Mpakma U

conpoeoofcdaemc;z XapakmepHoviMu nupaMu()HbZMu cumnmomamu. noevluteHuem
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CYXONCUNBHBIX U HAOKOCMHUYHBIX peghiekcos, nosigleHuemMm namoio2uieckux 3HAKos
(cumnmom bBabunckozo noseisemcsi OOHUM U3 Nepsvix). Y uacmu nayuenmos nepevim
cumnmomom PC moorcem Ovimv ocmpulil nonepeunvli mMueaum (mpanceep3-muenum) c
passumuem HUdMICHe20 CNAcCmu4yecko20 napanapes3d, HapyueHuem YyecmeumenrbHoCmu
(coomeemcmeeHHO YPOBHIO NOpAdiceHUs) u mazosvlx Hapyuienuti. CUMIMOMbL 808/1e4eHls]
MO30iceuKa U e20 CesA3el MO2YMm NPOAGIAMbC 6 6U0e HAPYUIEHUs NOXOOKU U PAGHOGeCUs
(6n10Mb 00 HEBO3MONCHOCIU CAMOCMOAMENLHO XOOUMb), CMAMUYECKOU U OUHAMUYECKOU
amaxkcuu, OuCMempuu, 2unepmempuu, adcuHepeUul, UHMeHYUOHHO20 OPONCAHUS, HEMOUYHO20
BLINOJIHEHUS  KOOPOUHAMOPHBLIX — Npo0,  CKAHOUPOBAHHOU  peuu,  me2anozpaguu,
2EHEPANU308AHHO20 OPONCAHUS NO MUNY msiceno2o eunepkunesa [59].

s teuenust PC y neteil xapakTepHbl CUMIITOMBI BOBJIEUEHHUSI CTBOJIA TOJIOBHOIO MO3ra U
YepeNHbIX HEPBOB: I1a30/[BUTATEIbHBIC U OyIb0apHbIC HAPYIICHUS, ITOPAKEHUE JIMIIEBOTO U
TPOWHUYHOTO HEPBOB.

KommenTapuu: wHapywenus oOsudiceHull 21a3, npugooswue K O0B0CHUID, 4aACmo
eécmpeuaromces y demetii ¢ PC, kak 6 debrome 3abonesanus, maxk u npu OanbHelulem e2o0
pazsumuu. Ilpu smom auwb u3peoka oHu 00YCI08/IeHbl OeMueruHu3ayueli. 0meoosLe2o,
2Na3008UamenbHo20 Uil 0I0K08020 HepEos. 3IHAUUMENbHO 4Yawje NPUYUHOl O0B0€HUs
CMAHOBUMCSL  NOpadcenue MeouailbHo20 NPOOOIbHO20 NYYKA 6 CmeoNe Mo32d, YMO
NpUBOOUM K PA3BUMUIO MEAHCLAOEPHOU OPMATbMONIESUU.

TazoBble paccTpoiicTBa 4ale BCEro MpeicTaBICHBI 3aI€PKKOM MOYEHCITyCKaHus, KOTopas
3HAYUTEIIFHO CHIDKAET Ka4eCTBO JKU3HHM MOJIOBIX manueHToB ¢ PC.

Kommenrapuu: nayuenmer cmpadarom om uMnepamusHuiX NO3bI6068 6 COYeMmAaHUu ¢
MPYOHOCMbIO  ONOPOJNCHEHUSL  MO4e8020 NY3vlps, 4mo  HA3bI8AEMCs  O0empy30pHO-
chunkmepnou ouccunepeuell. bonee moeo, y sHauumenvHol uacmu 6OONbHBIX Oadxce npu
omcymcmeuu sHcanob obcnedo8anue Gulasisaem HenoaHoe ONOPONCHEHUE MOYe8020 NY3bIps.
Ecnu ocmamounvlii 06vém mouu nocne onopodscHenus mouego2o nyswips npegviuwiaem 100
M, 8€TIUK PUCK BMOPULHO2O NPUCOCOUHEHUs UHDEKYUU.

HeoOxonuMo oOLIEHUTh HaJW4YMe HEHPOICUXOJIOTMYECKUX HapyIIEHUH: YacTHUYHOE WM
TOTAJIbHOE CHI)KEHHE KOTHUTHBHBIX (pyHKUUH, addekTHUBHBIE paccTpoiicTBa (mempeccus,
sl opusl, TPEBOKHOCTD, MAHUYECKUE aTaKH) U IiepeOpacTeHUYEeCKIe MPOSBICHUS (CHHIPOM
XPOHUYECKON yCTAIOCTH, YTOMIIIEMOCTB).

Kommenrapuu: Ilomumo cmoukux ouaco8ulx He8poI02UYECKUX CUMNIMOMOS Y NAYUEHMO8 C
PC scmpeuaromes maxoice napokcuzmanvhsvie paccmpoiucmed, OIumenbHOCmulo 00bIYHO He
bonee 2 mumym, nosmopsrowuecs 8 meueHue OHA 00 HeCKONbKux comen pas. K num

omHocAam CUMNnmom ﬂepmumma, Juyeevle MUOKUMUU, KPAMKOBPEMEHHblE SNU300b1
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ouzapmpuu, aKuHesuu, amaxcuu, a maxice dNulenmudecKue npucmynsvt (00yciosieHHvle,
8EPOSIMHO, PACNONONCEHUEM DNAUEK 80IU3U KOPbL 20]106H020 Mo32a) [65].

K arunmunasiM nposiBneHusm PC oTHocsaTcs adas3us, TeMHAHONCHS, IKCTpamUupaMHUIHbIC
JIBUTATEIbHBIC PACCTPOMCTBA, BRIPAXKCHHAS MbIIIeUHass aTpodusi, a Takxke (HaCIUKyIISAINH.
OtnenpHbIC KIMHUYECKUE MTposiBiaeHUs1 PC ¢ pa3nmnyHOM 9acTOTOM BCTPEUarOTCs B I€OI0TE U

B pa3BepHyTO# (hase 3aboneBanus [53].

2.2 Pu3ukajabHoe 00CIe10BAHUE

Jlns  OaysIbHOM  OIICHKM  CTENEHH BBIPQKCHHOCTH  HEBPOJOTMUYSCKHUX  HAPYIICHUHN
PEKOMEHAYETCS HCIONIb30BaTh MIKany (yHKuoHanbHBIX cuctem (PC) [27] (cm.
[Tpunoxenue I'2).

OmnpeneneHre CTENEHU HWHBATUAW3AIUK  OOJBHOIO PEKOMEHIYETCS TMPOBOJHUTH IO
Pacmmpennoii mkane maBanuausanuu no Kypuke — Expanded Disability Status Scale,
EDSS (1983r.) (ITpunoxenue I'3)

2.2 JlabopaTopHasi THATHOCTHKA

(Cuuta pexoMenaanmii — 2; 10CTOBEPHOCTH H0Ka3aTeabcTB — C)

N3menenus cocrapa uepedpocnunaibHoi xuakoctd (LICXK) npu PC He mnaTorHOMOHUYHBI.

PexomMenayercsi onpeneneHue OMUTOKIOHANBHBIX aHTUTEN K Oenkam muenuHa B LICK, a
TaKXKe IMoBbIIeHNE YpoBHS uMMyHornoOynuHa G B LICXK mo cpaBHeHHIO ¢ CBIBOPOTKON
KpPOBH.

Kommenrapuu: Haubonee oOoxazamenvHvim Kpumepuem ouacHocmuku PC  saensemcs
Haiuyue ONUSOKIOHANbHLIX anmumen K benxam mueruna ¢ L[CIK, a makowce nogvluieHue
yposHus  ummynoenooyiuna G 6 LCK no cpasnenuro ¢ cblBOpOmMKOU  KpOSU.
Onueoknonanvrvie anmumena obnapyscusaromcs y 90-95% nayuenmos ¢ oocmoeepHuim
PC, npu smom, nosguswiucy 00uasicovl, onu coxpausaromces 6 L{CIK noocusnenno. Tem ne
MeHee, cyujecmeyem yenvlil psao 3a0071e8aHuUll, NPU KOMOPbIX MAKHCE B03MONCHO NOsABIEHUE
OIUSOKTIOHATIHBIX ~ AHMUMEN: CUCMEMHAs KPACHAs 6ONYAHKA, OCMPBIU paccesiHHblil
snyepanomuenum, cunopom Ilutiena-bappe, wuetipoboppenuoz u opyeue. M manpomus,
omcymcmeue ONUSOKIOHAIbHLIX anmumen K 6eaxam muenuna 6 L[CIK me uckniouaem

ouaeros PC, xoms u chusicaem seposmuocms e2o yemarogku [70].

2.3 UucTpyMeHTAJLHAA THATHOCTHKA
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e PexomeHayeTcs MPOBEEHNE MAarHUTHO-PE30HAHCHOW TOMOTpaduu TOJIOBHOTO M CIIHHHOTO
MO3Ta, JI0 ¥ TI0CJIE B/B KOHTPACTHPOBAHUSI.
(Cuuta pexoMenanmii — 1; 10CTOBEPHOCTD 10Ka3aTEJLCTB — B)
KommenrTapuu: Ocroenou napaxnunuueckuti memoo ouacnocmuxku PC - maeHummuo-
PE3OHAHCHAsL MOMO2cpaghus 20106HO20 U CHUHHO2O Mo32d. B peacume T2-636euiennbix
U300padiCeHUll 8bIAGIAIOMC XAPAKMEPHbIE SUNEPUHMEHCUBHBLE 0YAlU, PAZMEPOM OObIYHO
om 3 mm u 0Oonee, 080UOHOU @DOpMbL, HACMO CAUBHBIE, COOMEEMCMEYIOWUe 30HAM
oemuenuHusayuy 6 20106HOM Mo3zee. Haubonee munuunas noxarusayus o4az08 —
NePUBECHMPUKYISIPHO, 8 MO3OIUCIOM Mejle ¢ XAPAKMEPHLIM PACNPOCPAHEHUEeM 04a208 U3
MO30UCMO20 mena 6 benoe ewecmeo («naivyvl [Joyconay), 8 cmeoie mosed, Mo3iceuxe,
CNUHHOM MO32e U 3pUumenvhblx Hepsax. Baogwcnvim ouacnocmuueckum npusnakom PC
ABNAEMCA «OUCCEMUHAYU NPOYecca 8 NPOCMPAHCIEe» — GblAGNIeHUe SUNEPUHMEHCUBHBIX
ouacos cpasy 6 Heckoavbkux 3oumax I[HC. C yenvto onpedenenus axmugHoCmu
gocnanumenvHoz2o npoyecca nposooumcsi MPT ¢ 6/6 koumpacmupogsanuem. Haxonnenue
KOHMPACMHO20 8eujecmea (a0oIUuHUl, MACHEeSUCH) oYazamu, npoucxoosiuee 6Ciedcmeue
HapyuleHus 2emamosnyeanuieckoeo bapvepa, HabI00Aemcs KAk 8 «aKMUBHuIXY» 0ouazax
(c  npeobradanuem  BOCNATUMENbHBLIX  NPOYeCcos), mMaK U 8  «HEeAKMUGHBIX)»
O0eMUETTUHUSUPOBAHHBIX U PEMUCTUHUSUPOBAHHBIX yuacmKkax mosea. [lpu smom 6 akmueHvlx
04aeax HAKONIeHUe KOHMpAcma ommedaemcs 6 6uoe KoOIbYyd ulu NOIYKOIbYd, d
HeaxmueHvle oyacu, KaKk npasuio, HaKkaniuearon KOHMpAacmuoe eeuecmso 2omo2enHo [52].

e PexoMmeHayercs B KadecTBe JIOMOJHUTENBHOTO METO/AA JAMATHOCTUKH HCCIEeIOBAaHUE
BBI3BAHHBIX MTOTCHIINATIOB (3PUTEIIBHBIX, CIIYXOBBIX U COMAaTO-CEHCOPHBIX ).
(Cuaa pexomenganmii — 2; 10CTOBEPHOCTH J0Ka3aTeabcTB — C)
Kommentapun: oonornumenvuvim memooom ouacnocmuku PC moocem cayscums memoo
BbI36AHHBIX NOMEHYUAN08. YONUHeHUue TameHmHOCIY OMmEemos 3PUMeNbHbIX, CIYX08bIX U
COMAMO-CEHCOPHBIX BbI3BAHHBIX NOMEHYUAN08 CIAVHCUM HaAuboee PAHHUM HPUSHAKOM
Havasuielicsi OeMuerunuzayuu, a npu pempooOyibOapHoM Hespume Yy8CHMEUMETbHOCHb
memoda spumenvHvix BIl cocmasnsem 100%. OOnaxko HeoOX00UMO NOMHUMb, YMO
usmeHnenuss noxazameneu BIl ne sensomcsa cneyuguunvivu ona PC u  Oondwchel

oyeHueambvCsl 6 COBOKynHocmu ¢ KIUHU4YeCKumu u Heﬁp06u3yaﬂu3ab;u0HHblmu OAaHHBIMU.

2.4 TuddepeHuuaibLHAsA OUAZHOCMUKA.

Haubonee uacmo PC oughghepenyupyrom ¢ ocmpuim paccesanuvim dHyeparomuesumom
(OPOM), npu komopom makaice 03HUKAIOM INU300bl 04A2080U HEBPOIOSULECKOU CUMNMOMAMUKY

(kax MoHogazuvie, Max u NOSMopHsie) U eviasaAOmMca yuacmku oemuerunusayuu na MPT. Oonako
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npu OPOM uyyscmeumenvhvie uau OsucamesbHble PACCMpOUCMEa 0013aMeNbHO  OO0JIHCHbL
CONPOBOACOAMbCS HAPYULEHUAMU NCUXUKU UTU HapyuweHuem cosHanusd. Yacmo pazeumuio OPOM
npeoulecmsyem SUpyCcHas UH@eKyus, HO Mo He AGIAeMCs 00a3aMeNbHbIM YCI08UeM NOCMAHOBKU
ouazHo3za. B kaunuueckoii kapmumne Haubonee XxapakxmepHo: NnogedenyecKue paccmpolcmaa,
HapyuweHuss NCUXUKY, YeSHemeHue CO3HaHus 6njiomes 00 kKomvl. Quacosas He8poo2UYecKas
CUMNMOMAMUKA Modcem Oblmb  Npeocmasiena O08U2amenbHbIMU HAPYWEeHUAMY, amaxcuel,
ONMUYeCKUM HeBPUMOM, MOHOHESPONAMUAMU C NOPANCEHUEM YEPENHBIX HePEO8, ouzapmpuei uiu
agazueu, snunrenmuyeckumu  npucmynamu. OCHOBHble — OpueHmMupsvl  Npu  NPOBeOeHUU
ougppepenyuanvroii ouacnocmuxu mexcoy PC u OPOM y oemeii npeocmasnenvt 6 IIpunoscenuu
4.

PC neobxooumo ougpepernyuposams om opyeux 3a001e8anull, NPu KOMOPbIX NOPANCAEMCS
benoe gewecmso 20108H020 U/UNU CHUHHO20 Mo32d: HO8000pazosanus (onyxonu [[HC), ocobenno
JUMGPOMbL U 2NUOMBL NOAYWLAPUL, CMBOAA U CHUHHO20 MO32d; Oe2eHepamueHvle 3a00/1e8aHUs
(amaxcuss @pudpetixa, O6one3nu MOMOHEUPOHOB), Oone3nb bexuema, mueronamus, Gvl36AHHA
yenoseyeckum T-kiemounvim aumpomponuvim upycom l-eo muna, nocmuH@exyuonuwvili u
HOCMBAKYUHAbHLIL  SHYeanomuenum;, BUY-suyepanonamus; 201080KpydiceHUe paziuiHo2o
eeHesa,  eunosumamunos  Bip  (manugpecmayus 6  6ude  GyHuxkynsipHoco  muenosa);
aopenonetikooucmpoghusi  (AJ1]). Kpome moeco, PC obviuno ougpgepenyupyrom c nekomopwvimu
dopmamu  snunencuu, cunopomom Iuiiena-bappe, emopuuHvIM OHYPE3OM UMU CUHOPOMOM
HeUpOo2eHHOl OUCPYHKYUU MOUEB020 NY3bIps, 2PYRNol  0QmanbMoIo2ud4eckux 3a001e8aHull,

aHmu@ochoIUnUOHBIM CUHOPOMOM U M.O.

3. Jleuenue

Llenv coepemennoii mepanuu PC — obnecuums cumnmomvl 0ONE3HU, YMEHbULUMD
AKMUBHOCMb 3a001€6aHUS, MEM CAMbIM 3aMeONIUE NPOSPECCUPOBaHUe NAMoI02UYECKo20 npoyecca
U 0o/blle COXPaHUMb Kauecmeo JHcusHu nayuenma. B nacmoswee epems ne cyujecmsyem memooos
uzneuusanus PC, no 6nazooaps cogpemenHbiM UMMYHOMOOVIUPYIOWUM NPEnapamam, NoAEULACH
B03MOJICHOCHb  BMEUUBAMBCA 8 eCMEeCmEEeHHblll X00 pazeumus 3a001e6anust — npenapamoi,

usmensirowue meuenue paccesnnozo ckieposa (ITUTPC).

3.1 KoncepBaTuBHoOe JIeYeHHE

e (C MoOMeHTa yCTaHOBIEHHUs quarHo3a «PaccesHHBIN CKIepo3» BCEM MallMeHTaM IOKa3aHO
Ha3HAUYCHHE TMpEerapaToB, H3MEHSIONIMX TeueHue paccesHHoro ckiepoza (I[TUTPC),
NOXKHU3HEHHO (MpH Xopoirei nmepenocumoctr) [3, 11, 13. 15, 17-20, 25, 26, 33, 41, 44-46,
59, 64, 65, 69].
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(Cuuta pexoMenaanuii — 1; 10CTOBEPHOCTD 10Ka3aTEJILCTB — B)
Kommenrapumn:  Pekomenoayuu — MeHCOYHAPOOHOU — UCCLe008AMENbCKOU  2PYNNbl
neouampuyeckoeo paccesinno2o ckieposa (International Pediatric Multiple Sclerosis Study
Group — IPMSSG) om 2012 2. npeonacarom Hauunams mepanuro nepeoco psaod Oemsm u
NOOPOCMKAM, He NeUUBUUMCS paHee U ¢ NOOMBEPHCOCHHBIM OUACHO30M Peyuousupyroule-
pemummupyiowezo PC, oonoii uz opm unmepgpepona-f°™ (IFN ) wwu  enamupamepa
ayemama™’™ (GA)
B Poccuiickoii @edepayuu  3apecucmpuposanvl ciedylowue npenapamsl U3 epynnvl
ITUTPC:
«  Uumepgpepon 6ema—I1a™"™
- Ilpenapam 6 pacmeope ons unvexkyuil (no 0,5 ma/22 mxe (6 man. ME) u 0,5 mn/44 mxe
(12 man. ME).
Ilpenapam 66ooumcs nookoxcno 3 paza 6 Hedento, 6 00HO U MO JHce 6peMms,
JHCEeNAMENbHO 8eUepoM, 8 onpedeienHble OHU Hedell, ¢ UHMeP8aloM He meHee 48 4. B
Hauanie mepanuu Npenapamom PeKOMeHOYemcs 6 MmeueHue nepevix 2-x Hedelb
6sooumv 8,8 muxpoepamma (0,1 ma 44 mxe unu 0,2 ma 22 mke), 6 meuenue 3-u u 4-u
neoenu 22 muxpoepamma (0,25 mn 44 mxe unu 0,5 (22 mke), Hauunas ¢ 5-u Hedeau u
danee 6600umu 6ce cooepacumoe wnpuya (0,5 mn 44 mke).
- Jluogunuzam ons npueomosnenus pacmeopa 0ns unvexkyuil (no 30 mxe (6 man. ME) 6
1 mn).
Pexomenoyemasn 0oza npenapama cocmasnsiem 30 mxe (6 man. ME) ooun paz 6
Heoeln, 8 0OHO U MO Jice 8peMsl, 8 OOUH U MOM dHce 0eHb Hedenu, HYMPUMBIULEYHO.
Ilpenapam ésooumcs cpazy nocie npueomosienus pacmeopa. B 1 mn pacmeopennozo
npenapama 6o gnaxore cooeparcumcs 30 mxe (6 man. ME).
«  Uumeppepon 6ema—1b"™
Ilpenapam 6sooumcs nookooicHo. Pexomenoyemyro 0o3y 0,25 me (8 man. ME),
KOMOpas co0epiucumcsi 8 1 M npuecomosieHHo20 pacmeopd, 68005 4epes OeHb.
Ilpumenenue npenapamoe unmepgepona-oema ozpanuueno y oemeil, CO2NACHO
uncmpyKkyuu (6 3asucumocmu om npouzeooumens — npumensemcsa ¢ 12 unu c 16
aem). B ceasu c ymum npumenenue npenapamosé 6 0o.ee pannem eo3pacme
603MOMCHO MOIBKO NO peuwleHur0  8pauyedHoll  KOMuccuu  MeOUuyUHCKOl
opzanuzayuu, ¢ 000o6penus JIokanbHo2o IMuUYEcK020 Komumema MeOUUUHCKOU
opzanuzayuu (npu e20 HanU4yuu), KPU NOJAyYeHUU UHPOPMUPOBAHHO20 CO2ACUA
pooumeneil/3aKOHHBIX npedcmagumeneil u pebenka 6 eozpacme cmapuie 14 nem.

ore, TH
® FﬂamupaMepa ayemam
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Ilpenapam  6600umcs  nookodcHo,  edcedneeno, 20 me/cym — 0OHOKpAmMHO,
APeOnoYmumensHo 8 0OHO U Mo dce epems, onumenvro. Ilpumenenue znamupamepa
auemama ozpanu4eHo y oemeil, co2nacHo uncmpykuuu (c 16 nem). B ceaszu c smum
npuMeHenue npenapamos 6 0Oonee PAHHEM 603PACHIE 603MOMCHO MONALKO NO
peuwieHu0  8pavedOHoll KOMUCCUU MEOUUYUHCKOU Op2aHu3zauuu, ¢ 0000peHus
Jlokansnozo 3Imuueckozo Komumema MeOUUUHCKOU opzanuszayuu (npu e2o
Hanuuuu), NPU NOAYYEHUU UHPOPMUPOBAHHO20 CO2NACUA POOUMENEIl/3AKOHHbIX

npeocmaeumeneii u pebenka ¢ eozpacme cmapuie 14 nem.

[Tammentam, Haxomsmumcss Ha Ttepanun [IMTPC pexkomenayercsi KOHTPOJIMPOBATH
KIIMHUYECKUI aHAIM3 KPOBHU ISl OIICHKH TTOOOUYHBIX 3((eKTOB He pexe 1 paza B 6 MecsIeB
[3, 17, 25, 26, 41, 46, 65, 69].

(Cuaa pexomenganmii — 2; 10CTOBEPHOCTH J0Ka3aTeabeTB — C)

Kommentapuu: Haubonee uacmwvie nobounvie s¢pgexmol — nevxonenus (00bIYHO
aumehonenus), avemus, pedce — mpomboyumonenus. Ilpu Hanuuuu yepoocarouie2o

CHUDICEHUA DTIEMEHNTIO6 KpOBU HeobxXo00uMo pacemompentb 60npoc 06 ommene npenapamada.

I[Ipu pasButum  oboctpenuss PC  pexkoMEHIOBAaHO  Ha3HAUCHUE  IMYJIbC-TEPAITHH
rioKokoptukocrepouaamu [3, 11, 35, 44]

(Cuaa pexomenganmii — 1; 1ocToBepHOCTH T0Ka3aTeabeTB — C)

Kommentapuu: Cpedcmeo nepsoco evibopa npu nevenuu obocmpenuu PC —
memunnpeonuzonon™.  Jloza  npenapama  u  NPOOOANCUMENILHOCHb — JIeUCHUS.
VCMAHABIUBAECMCST 8PAYOM UHOUBUOYALLHO 6 3ABUCUMOCMU OM NOKA3AHULL U MSHCeCmu
3abonesanus. Ilynvc-mepanus memuanpeonuzonronom npu obocmpenuu PC — 6 cpeonem 1
e/cym 6/ (25-30 me/xe/cym), 6 meuenue 3-7 Ouetl, 00 KYNUPOBAHUS CUMIMOMO8
obocmpenus. Tepanus evicokumu odozamu I'KC nposooumcs moavko 6 CmMAayuOHApHuIX
VCIOBUAX, 8 YMPEHHUe Yacbl, C YY4emoM 603pacma U 6ecda NayueHmad, noo KOHMpoiem
KAUHUYECKUX U OUOXUMUYECKUX noKazamenell nepughepuueckol Kposu (2emocioOuH,
JIeUKOYUmbsl, MpoMOOYUmMbl, 2110K03A, NeYeHOYHvle (pepmenHmyl) U Mouu (YOerbHbulll 8ec,
Jetikoyumol, 0O€N0K), aApMepuarIbHO20 Od6IeHUs. 8 CBA3U C BO3MONCHLIM PA3BUMUEM
nobounvix s¢ppexmos npumenenusn I'KC. Ilpu MHO2OKpAmMHOM npumeHeHuu nyibsCc-mepanuu
I'KC y oemeii ¢ uacmoimu obocmpernusmu PC 603M0XMCHO pazgumue 6mopuyHo20
UMMYHOOehuyuma, SUnoKaiuemul, ocmeonopo3d, CMepouUoHoll A36vbl JHcenyoKd, CUHOPOMA
Hyenko-Kywunea, caxapnoeo ouabema, mpomb0308, Kamapakmsl, a maxkice CmepouoHo2o

ncuxosa.
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[Tynbc-Tepanuio  TIIIOKOKOPTUKOCTEPOUIaMU  PEKOMEHIIOBAHO IPOBOAMTH Ha  (OHE
MPUMEHEHHUS  [PEmapaToB-KOPPEKTOPOB,  HANpAaBIEHHBIX  HA  MPEIyNpekICHUE
BO3HHUKHOBEHHUS MMOOOYHBIX PEAKIUi: MpemapaThl Kalus, KalbIHs, CelIeKTUBHbIE H2-
0JI0KaTOpBI, aHTALKMAHbIEC ITpenapatsl [3, 35, 44].

(Cunna pexomennanmii — 1; 1ocToBepHOCTH T0Ka3aTeabeTB — C)

B cnywyae Tspkeno Kynmupyemoro oOOCTpeHus, npu HeI(P(EKTUBHOCTH MYJIbC-TEPANuU
KOPTUKOCTEPOUIaMH PEKOMCHIYETCsl JIOMOJIHUTEILHOE MpoBeacHue 1masmadepesa (3-5
ceancos) [20, 54, 58, 61, 72].

(Cuuta pexoMeHnaanmii — 2; 10CTOBEPHOCTD H0Ka3aTeJbcTB — C)

Kommenrtapuu: Ilpoyedypa naasmagepesa 3asepuwaemcs 6sedenuem 0,5 — [ 2
MemunnpeOHUu300HA  6HYMPUBEHHO, ubo niasmagepes uepedyemcsi ¢ 68e0eHUEM

2NIIOKOKOPMUKOUOA NO CXeMe «OeHb - uepe3 OeHby.

He pexoMeH0BaHO IIPOBEAEHUE TEPANIUU TIFOKOKOPTHKOCTEporgamu per os [17, 20, 65].
(Cuaa pexomenganmii — 1; 1ocToBepHOCTH 10Ka3aTeabeTB — C)

KommenTapuu: [Ipumenenue npeonuszonona Per 0S 0is Kynuposanusi 000CmMpeHuti 0aém
HEenuIoxXou KiuHuvyeckuil 2¢gexkm, HO 6 00120CPOUHOU Nepcnekmuse (8 meuenue

nocuedylowux 2 1em) npusooum K 6ojiee 8bipadceHHOU aKmMUusHOCmu 3a00.1e6aHUs.

[ManueHTam, MONYYAONIUM TTYJILC-TEPANHIO TJIFOKOKOPTHKOCTEPOUAaMH He peke | pasa B
rojJl PeKOMEHOBAHO TMPOBEACHHE HCCIACIOBAaHHMS KOCTHOW IUIOTHOCTH | pa3 B TOm s
OLIEHKHU PUCKa pa3BUTHs ocTeonoposa [51, 53, 56, 61].

(Cuna pexomenaauuii — 2; 10CTOBEPHOCTDH 10Ka3aTebCTB — C)

Kommenrapun: Ilpu evisgnenuu npusHakog ocmeonoposda peKoMeHOYemcs HposeoeHue

mepanuu npenapamamu Karoyus, gumamuna /, anbgakanvyuoona.

IIpu OTCYTCTBMM CHMXKEHMS YacTOThI OOOCTPEHMIA MO CPaBHEHUIO C MEPHOAOM 0 Hayaia
tepanmuu [IUTPC wmm mpu Haymumm 3 u Oojiee OOOCTpEHHMI C TPOBEACHHEM KypCOB
KOPTUKOCTEPOUI0B U HapacTanueM EDSS pexomeHn0BaHO CMEHUTH ITpenapar Ha Ipyrou u3
rpynmsl [IUTPC [4, 6, 10, 11, 16, 18, 23, 41, 45, 64, 65, 69].

(Cnna pexomenganmii — 2; 10CTOBEPHOCTH T0Ka3aTeabeTB — C)

Kommenrapumn: Ilpu nesgpgpexmusnocmu npenapamos nepeoti aunuu (npenapamol
unmepgepona-oema u enamupamepa ayemam,) NPUMEHAIOMCs NPenapamol 6Mopotl TUHUU:
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- Mumoxcanmpon™
Ilpenapam ons nevenuss PPC, I1IIPC, BIIPC.
Buympueenno xanenvno, 6 meuenue 30 munym, uz pacuema 12 me/m? 1 pas 6 3 mecaya,
cymmapHas 003a npenapama He 0oaxcua npesviuuams 80-100 me/m2.
Henocpeocmeenno neped enympueenHviM 66edeHueM HeoOXo0umMoe KoIUdecmeao
npenapama Konyenmpama pazoaeiaom ne menee yem 6 50 mn 0,9% pacmeopa nampus
xnopuoa. Pazbaenenuvill pacmeop 00#CeH UCHONb308AMbCA  HEMeONeHHO Nocie
NPUSOMOBIEHUS.
Cocnacno uncmpykuyuu, npumeHeHue MUmoKcanmpona ozpanuyieno y oemei (c 18
Jiem), 6 MNOKA3AHUAX 014 NPUMEHEHUSA OMCYMCmEYem pPAcCesHHbll CK1epo3
Hecmompsa HA Mo, YMO OAHHLUL NPenapam 6KIIOYEeH 6 MeNHCOYHAPOOHbIe
PeKomenoayuu no mepanuu Imoz2o 3adoneeanusn. B ceazu ¢ ymum npumenenue
npenapama y 0emeil ¢ paccesAsHHbIM CK1EPO30M 603MONCHO NO PEUleHUI0 8PaiedHOll
Komuccuu MeOUyUHCKoUl opzanuszayuu, ¢ 0000penus JlokanbHo20 IMUYECKO20
Komumema MeOUYUHCKOU Op2anu3ayuu (npu €20 HaIUYuu), NPU NOAYYEHUU
UHGOPMUPOBAHHO20 co2nacUA POOUMENeil/3aKOHHbIX npedcmagumerieil U pedeHKa
eéo3pacme cmapuie 14 nem.
- Hamanusyma6™ ™
Omo npenapam pekOMOUHAHMHBIX MOHOKIOHAIbHBIX AHMUMEN K MOAEKYIAM d02e3ul,
KOMOpblll NPUMEHAEeMCs 8 BUOe eNCeMeCAUHbIX 6HYympugenHvlx un@ysuti 300 me
pacmeopa, cooepocaweco 20 me nHamanuzymada. Ilpenapam xopowio nepenocumcs,
OOHAKO OOHUM U3 PeOKUX, HO KpatiHe MANCENbIL OCIONCHEHUU €20 NpPUMEeHeHUs.
aensiemcss  npozpeccupyiowas  mynvmughoxanvras  netikodnyegpanonamusn  (I1IMJI).
Pazsumue oannoco cocmosamus  ceaswviearom ¢ peakmusayuel  i1AMeHmHO20
noauomasupyca JC (JCV), gvizvisaroweri maccuenoe nopaxcenue denoeo éeuecmaa. B
OnyOIUKOBAHHBIX pabomax, ONUCLIBAIOWUX UCNOIb308AHUE Hamanuzymaba y demei u
noopocmkog ¢ PC, ommeuenvi ymenvuienue xnunuveckux u MPT-obocmpenuii u
brazonpusmusiti npoguns neperocumocmu u dezonacnocmu (Huppke P. et al., 2008;
Borriello G et al., 2009).
Ilpumenenue namanuzymada ozpanuyeno y oemeil, co2i1acHo uncmpykyuu (c 18
nem). B ceazu ¢ 3mum npumeHneHue npenapama 6 0onee panHem 603pacme
603MOMCHO MONBLKO NO PEULeHUI0 8PAYeOHOll KOMUCCUU MEOUUUHCKOU OP2aHu3auuu,

¢ 0000penun JIoKkanbH020 IMUYECcK020 KOMUmMema MeOUYUHCKOU opanuzayuu (npu
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€20 Hanu4uu), npu NOAYYEHUU UHPOPMUPOBAHHO20 CO2NACUA POOUmMENEll/3aKOHHBIX
npeocmaeumeseil u pedenka 6 éozpacme cmapuie 14 nem.
Dunzonumoo™ ™
DUHONUMOO — NEPOPATLHBLUL CUHMEMUYeCKUll MOOYaamop cghuneosun-1-gpochammvix
peyenmopos numpoyumos (/lesun O.C. u op., 2011; Borowuna H.II. u op., 2012). Ilpu
npueme  PUHEOIUMOOA  HEOOXOOUMO C  HACMOPONCEHHOCMbIO  OMHOCUMbBCA K
B03MOICHBIM ONNOPMYHUCIIUYECKUM UHDEKYUAM, MAKVIAPHOMY OMEKY, PeabHblll pUCK
KOMOpuIX (UNU KaAKux-1ubo opyeux noOouHblX Oeucmeutl) Oyoem u3zeecmeHn nocjie
MHO20NIemMHe20 UCNOAb308aAHUSL  (PuHeOIUMOOA 6 KiuHudeckou npaxmuxe. FDA
peKomeHoyem nposoouUms KapoOUuoSACKYIAPHbIN MOHUMOPUHS NAYUEHINO8, YMO CEA3AHO
C NOBbIUEHHBIM PUCKOM 803HUKHOGeHUs Opaduapummuy. Ilpumenenue gpunzonumooa
oZpanuueno y oOemeil, co21acHo uncmpykyuu (¢ 18 nem). B ceéasu c¢ Imum
npumeHeHue npenapamos 6 0071ee PAHHEM 603PACHIEe B03MOMCHO MOJILKO NO
pewienuro  8pauedHoll  Komuccuu MeOUUUHCKOU Op2aHu3ayuu, ¢ 0000peHus
Jlokansnozo 3Imuueckozo Komumema MeOUUUHCKOU opzaHuzayuu (npu e2o
Hanuuuu), NPU RNOJYUEHUU UHPOPMUDPOBAHHO20 CO2NACUA POOUMENell/3AKOHHBIX
npeocmaeumeneii u pebenka ¢ eéozpacme cmapuie 14 nem.
Hmmynoanobynunsl 4enosexa HopmaibHole O 6HYMPUBCHHO20 86COCHUL ™
B pside ciyuaes 0nist CHUdHCEHUs. YACMOMDbL U BbIPAHCEHHOCMU 000CMPEHUL, 3aMe0NeHUs.
NpO2peccupoBanuss  UHBANUOUIAYUU  UCHONb3VEeMC  GHYMPUBEHHOE  68e0eHlUe
ummynoznooynuna G. Ilpu smom npenapam modcem OblMb HAHAYEH: NAYUEHMAM
0emcKko2o 8o3pacma, NAYUEHMKAM, NIAHUPYIOWUM OepeMeHHOCmb, U 6 Nepuoo
aaxkmayuu;, npu nioxou nepewocumocmu HOH-f u enamupamepa ayemama.
Buympugennvie ummynoznooynunsl npumensiromesi 8 oosuposke 0,15-0,2 2/xe 6 meuenue
5 owmeii, a 3amem 1 pas 6 mecay no 0,15-0,2 2/ke na npomsdcenuu OIUMENLHOLO0
epemenu. [Ipomugonokaszanus: eunepyy8cmeumenbHOCms (6 Mom Yucie K Maivmose u
caxapose 6 ciyuae npenapamos, KOmopbvle cooepicam OaHHble 6CNOMO2amebHble
sewecmaa), oegpuyum ummynoznodyruna knacca A (IgA) u nanuyue anmumen npomue
IgA. Ilobounvie 3¢hgexmvl U 0CN0dCHEHUA: 20106HAS 00Nb, 20]I080KPYIHCEHIUE,
Mucpeno3Hvle Oonu, mowHoma, peoma, OOnU 8 dcueome, ouapes, 001U 8 Chume,
Muan2us, apmepuarbHas Suno- Ui 2UNepmeH3us, maxuxkapous, 4y8cmeo cOaA8IUBAHUSL
unu b6onv 6 epyoHou Kiemke. Pedko annepeuyeckue peakyuu, eunepmepmus, Koulanc,

acenmuyecKkuti MEHUH2UM, ocmpblﬁ HEKPO3 NOYEUYHbIX KAHAIbYEB.
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3.2 Xupypruueckoe jJe4yeHue

He npenycmotpeHo.

3.3 UHoe Jeyenne

Cywecmsyrom pasznuunsvie Memoovl Hempaouyuonwno2o neuenuss PC (neuenue nuénamu,
RUSIBKAMU, PAZTULHBIMU PACTIUMETbHLIMU UL 20MEONAMUYECKUMU NPenapamami), 0OOHAKO Hu

OOUH U3 HUX He OOKA3AJl CEOH0 Sde)eKmMGHOCWZb npu cpasHumelbHblx UCCIe00BAHUSIX.

4. PeaOuaurauus

B cnyuae nmanuuus cmoiikux o0sucamenvHuix Hapyuwienutl y nayuenmos ¢ PC um moocem
nompeb6o8amuvcs npogedeHue peadunumayuoOHHbIX MepoOnpusmull, HanpasileHHvlX Ha YMeHbUeHUe
CNACMUYHOCMU 8 KOHEYHOCMSAX, YIVUUEeHUs. KOOPOUHAYUU (3aHamus Ha cmaduioniamegopme) uiu
MenKot MOMOpUKY (npu Haiuduu mpemopa uiu ciabocmu 6 pykax). Kpome moco, oemu ¢ PC
0cobenHo mpebyrom pe2yiapHOU NCUXOJI02UYEeCKOU NOOOEPIUCKU, 8 C85A3U C MPYOHbIM NPOYUECCOM
NPUHAMUS OUACHO3A U BO3HUKAIOWUMU 8 X00e Npocpeccupo8anus 3a06071e8aHusi IMOYUOHANIbHbIE

paccmpoticmaa.

5. MpopuaakTuka u JUCNAHCEPHOE HAOIIOIeHUEe

5.1 llpodpunaakruka

K npogunaxmuueckum mepam modxcno omuecmu He CMONLKO NPOPUIAKMUKY PA3GUMUS
3ab01e6aHus, CKOIbKO Mepbl, HANPAsleHHble HA NPOPUIAKMUKY pazeumus 000CmpeHuu y
NAYUueHmos ¢ yoice YCMAaHOBNEHHbIM OuacHo3om. K num omuocamcs o2paHuvyeHusi UHCONAYUU,
nepezpesamuis, NepeoxIadCcoOeHus, a makice MUHUMUIAYUS CIMPECCO8bIX CUMYAYUl, Ymo 0COOEHHO

BAHCHO 0J151 NOOPOCMKOB.

5.2 Benenue nanmueHToB

B cmaouu xnunuueckoul pemuccuu nayueHmvl Mo2ym HAONOOAMbCA  HEe8PONI02OM
amoyramopHo ¢ odazamenvHbimM ocmompom 1 pas 6 6 mecayes (npu pazeumuu 000Cmpenuss uiu
NOABIEHUU HOBbIX CUMNMOMO8 — Yawe). Habniodenue 6 pamkax onesHo2o cmayuoHapa nokKa3aHo
ApU HATUYUY KAKOU-TUOO conymcemaylowel namoaouu Uiy HeodXooumMocmu CUMRIIMOMAMU4ecKo20
Jleyenus (CpoK 20CNUMANU3aYUU ONpeoensemcs HegporocoM U cocmasisiem om 7 0o 21 OHs).
Heobxo0oumo npogedenue pezynaprnoco obcredosanus ¢ guinoaneruem MPT eonosnozo u chunnozo
MO032a ¢ BHYmMpUBEeHHbIM KOHmpacmuposanuem 1 pasz 6 6 mecsayes, Koumpoaem 2emMamonoeuiecKux
nokasameneu (KIuHuU4eckuil anamu3 xkposu 1 paz 6 3 mecaya), ceoespemeHHOe KYNupo8aHue

HOABNAIOWUXCSL CUMNIMOMO8 (CRACMUYHOCMU, OUChHOpUU, HAPYUEHUTI KOSHUMUBHBIX (YHKYULL).
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Jlunamuueckuu konmpons 3a 6orvubimu ¢ PC, ¢ npueneuenuem 6 ciyuae neobxooumocmu
CNeyuanucmos paziuyHulX npoguiel, nayuenma OOJIMHCEH OCYWeCMEAMbCsa 8 medeHue 6cell
orcusHu nayuenma. 3avacmylo nayuenmam ¢ PC neobxoouma ncuxonocuueckas Koppekyus u

noooepaicKa, UH020ad — NCUXOMEPANUSL.

6. I[OHOJIHI/ITCJILHaH l/IH(l)OpMaIII/IH, BJINAIOIIAA HA TCYCHUE U NCX0Q

3200/1IeBAHUSA

6.1 HMcxoabl M IPOrHo3

[Ipu PC ucxonpl u mporHo3 3a0o0jieBaHUsl 3aBUCIT OT CBOEBPEMEHHOCTH JAMATHOCTUKH U
Hayala ajeKBaTHOM Tepamuu OOJE3HH TMpernaparaMu, W3MEHSIONIMMHU TEUSHHE pacCesHHOTO
ckaeposza (IIUTPC).

bonee yem y monoBunbl OonbHbIXx ¢ PPC uepe3 10 nmer Gone3np Tpanchopmupyercs B
BIIPC, a yepe3 25 neT modtu y BceX ManueHTOB qaHHoU rpymnmnsl umeetcs BITPC, addextuBHOCTD
TEpanuy MPH KOTOPOM HEBBICOKA.

ITo npomectBum 15 ner mocie Hadama 3aboneBanusi, (06e3 tepanuu [TUTPC) y 80%
MAlMEHTOB HMEeT MecTo orpanuueHue Qyuknuii, y 70% — wuMeroTcs TPYAHOCTH NpU
camoo6cmyxxuBanud, a 50% OONBbHBIX HE MOTYT MEepeIBUraThCs 0€3 MOCTOPOHHEN TOMOIIIH.

Jia onenku nporrosa PC paccunThIBalOT BpEMEHHON MHTEPBAJ /10 HACTYIUIEHUS CTOMKOM
WHBAJIMIHOCTH, YTO COOTBETCTBYyeT 3 Oayutam mo mkaine EDSS. Ilomumo GaymibHO# OIEHKH IO
pyOpukam (u cymmapHo) mkaiasl EDSS, B yueT mnpuHHMMAIOTCS CIENYIOIIME Ba)KHEHIIHe
nokaszaTeu: Bo3pacT pebeHka K MoMeHTy nebrora PC; knuHuueckue ocobenHoctu aediora PC;
exeronHas uyactora obOoctpenuit PC 3a mepuoj peMHUTTHPYIOLIETO TeuyeHUs (OTHOIICHHE
KOJIMYeCTBAa O0OCTpeHUIl 3a00NIeBaHMs 3a MEPHOJ PEMUTTHPYIOMIETO TEYCHUS K JUIUTEIHHOCTH
3TOr0 TEepHoJa, BBIPAXEHHOTO B T0/ax); TaK Ha3blBaeMbll «MHJIEKC mporpeccupoBanus» PC
(otHOomeHne mokazareneit FSS k mumurenpHOCTHM 3a00JeBaHUS, BBIPAKEHHOW B Trojax),
OTPKAIOMIMK  CKOPOCTh HApAaCTaHWS HEBPOJOTUYECKOTO JAeDUIUTa; MPOJOIKUTENEHOCTh
pemuccuii (0COOEHHO — TEPBOW M BTOPOIA); BpeMsl HACTYIUICHUS BTOPUYHOTO MPOTPECCUPOBAHHUS;
BpeMs (POpMUPOBaHUS CTOMKOTO HeBposoruyeckoro aedunuta (ouenka no EDSS=3 6anna).

VY nanmenTtoB ¢ HayamoMm PC B neTckoM Bo3pacte cpeiHee BpeMs oT aebroTa 0oJe3HH 10
HACTYIUICHUs] BTOPUYHOIO IPOTPECCUPOBAHUSI COCTABIISIET OKOJO 28 JET, a CpPeIHHU BO3pacT
MAlUMEeHTOB K MOMEHTY TpaHcpopmaiuu PC B craauio BTOpuyHOro mporpeccupoBanus — 41 roa.
[Tpu ne6iote PC B nerckom Bo3pacTe cpeaHee BpeMs aocTwkeHus 1o mkaie EDSS yposus 4
0amnoB (orpaHMYeHHas CIOCOOHOCTH XOIUTh, HO BO3MOXKHOCTH mpoitu 6osee 500 M 6e3 momomu u

oTapIxa), 6 0amioB (CIMOCOOHOCTH XOAUTH C OJHOCTOPOHHEH momnmepx ko He Oomee 100 m Ge3
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oTabIxa), 7 6amioB (cmocoOHOCTH mpoiTu He Oosee 10 M 6e3 OTABIXa, MCHOJB3YS CTEHY WA
npenMeTsl Mebenu B KadecTBe omopel), coctaBmser 20,0 mer, 28,9 roma um 37,0 ner,
COOTBETCTBEHHO, (a cpelHuil Bo3pacT npu 3tom — 34,6 rona, 42, 2 roxa u 50,5 roga). Takum
obOpasomM, y nmanueHToB ¢ HauasioM PC B neTckom Bo3pacTte (POPMUPOBAHUE CTOMKON MHBAUIHOCTH
3aHUMAaeET OOJIbIIIE BPEMEHHU, HO ATO MPOUCXOIUT B OoJiee FOHOM Bo3pacte, 4eM y 0oibHBIX ¢ PC,
JNEOITHPOBABIIIEM B IIEPUO/IE COBEPIIICHHOJICTHSI.

OcHoBHBIMU (haKTOpaMH, OTIPEICSISIONIMMH Ka4eCTBO )XKU3HH Y MOAPOCTKOB ¢ PC, sBistoTcst
XPOHHUYECKAS YCTaJIOCTh, ICTIPECCHS, @ TAKKE CUTyaTHUBHAS U JIMYHOCTHAS TPEBOXKHOCTD.

bnaronapss mosienenuto IIMTPC, ctano BO3MOXHBIM BIMATh Ha TEUECHHUE 3a00JICBaHUS,
MpeIynpexaas BOSHUKHOBEHHE OOOCTPEHWH, yMEHBINAsh UX BBIPAKEHHOCTh, YTO OOecrednBacT
3aMe/JICHUE HapacTaHWs HWHBAIMIW3AIMHU, a TAaKXKE B 3HAUMUTEIBHON MeEpe YIIydlllaeT KaueCTBO

JKHN3HU ITallMCHTOB.

KpnTeme KavYeCTBa OKa3aHusdA MeI[I/lIII/IHCKOﬁ nmoMomu

Tadoauua 1 - Opranu3anmoHHO-TEXHUYECKUE YCIOBHS OKa3aHUsI MEIUIIMHCKOM MTOMOIIHU JETSIM C

PC B craguu pemuccun.

Buja MmeaunuHcKoi NOMOIIH
CielIMaIu3UpOBaHHAss MEAUIIMHCKAS ITOMOIIIb

Bospacraas rpynna

JETH

Yci0Bust 0Ka3aHUS MeIMIMHCKOM

MOMOIIH CTAIlMOHAPHO, B JHEBHOM CTAallMOHApPE
®opma oka3aHUsI MeIMIIUHCKON

MOMOIIH IJIaHOBAs

da3za 3aboneBaHus, Apyrue S

XapaKTePUCTUKH (TIpU HAJTUYIHH)

Ta6auna 2 - Kpurepuu kauecTBa 0Ka3aHus MEAUIIMHCKOM oMoty netsm ¢ PC B craaun

PEMHUCCHH.
Ne Kpurepuii YpoBennb Yposennb
AOCTOBEPHOCTH | yOequTeIbHOCTH
AOKA3ATENLCTB | boovenammii
1. | BeimonHeHa MarHUTHO-pe30HaHCHast Tomorpadus | B 1
FOJIOBHOTO M CIMHHOTO  Mo3ra C  B/B
KOHTpacTHpPOBaHUEM He pexe 1 pas3a B rog
2. | [IpoBenena Tepanws mpernaparamMu, U3MeHstonmMy | B 1
TE€YEHHE PACCESIHHOTO CKJIEp03a
3. | BoimonHeH KOHTpOJdb KIMHHMYEecKoro asammsa | C 1
KPOBH JUISl OLEHKH TNOOOYHBIX 3(P(PEKTOB OT
OpUMEHEHHs  TpernaparaMmd,  U3MEHSIOIIUMU
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TEUEHHE PACCESTHHOTO CKJIepo3a He pexe | pa3za B 6
MECALICB

BellmonHeHa  cMeHa  Tepanuu  IpenapaTraMmi,
M3MEHSAIOIIMMU TEYEHHUE PACCESHHOIO CKJIEepo3a
(pu OTCYTCTBMM CHUKEHHS YaCTOTHI 00OOCTPEHHI
WM TIPU TMOSIBJICHUM MHOXECTBEHHBIX HOBBIX T2-
TUIIEPUHTEHCUBHBIX oyarop IO JAHHBIM
MarHUTHO-PE30HAHCHOU TOMorpaduu

Tadauna 3 - Opranu3almoOHHO-TEXHUYECKHUE YCIOBHS OKa3aHMs MEIUIIMHCKON TTOMOIIHU JACTSIM C

PC B ctaguu o6ocTpeHus.

Bua MeauumHCKONH MOMOIIHA

CIICHUAJIM3UPOBAHHAA MCIUIIMHCKAs ITIOMOIIb

Bospacraas rpynna

IeTH

Yci0oBus 0Ka3aHUA MeIUIHHCKOM
MOMOIIH

CTallMOHApPHO, B JHCBHOM CTAllMOHAPC

®opMa OKa3aHUA MeINMLIUHCKOM

MMOMOIIIH HCOTJIOXHAasA

da3a 3a0oneBaHus, Apyrue
XapaKTEPUCTUKU (TPU HATUYHH)

obocTpeHune

Tadauna 4 - Kpurepuu KkauecTBa oKazaHus MEAUIMHCKON oMot aetsMm ¢ PC B ctaanu

obocTpeHusl.
Ne Kpurepnii YpoBenn YpoBennb
AOCTOBEPHOCTH | yGeaUTEIbHOCTH
A0KA3ATENLCTE | 1orcomenanuii
BrinonHena MarHuTHO-pe3oHaHCHasi ToMorpadus | B 1
TOJIOBHOTO W CIMHHOTO MO3Ta C BHYTPHUBEHHBIM
KOHTPACTUPOBAHNUEM
Beinonnena mynbc-Tepanus npemnaparaMmu rpynms! | B 1
CHUCTEMHBIE TTTIOKOKOPTHUKOCTEPOU/IbI
Bemmonnen  mmasmodepes  (mpu  orcyrctBuM | C 2

3 PEKTUBHOCTH NYJILC-TEPAITHH)
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IIpunoxenne Al. CocraB padoueii rpynnbl

BapanoB A.A., akaa. PAH, nmpodeccop, a.m.H., IIpeacenarens Mcnonkoma Coroza meamaTtpos
Poccun.

Hama3zoBa-bapanoBa JI.C., akan. PAH, npodeccop, a.m.H., 3amectutens lIpencemarens
Ucnonkoma Coroza neauatpoB Poccuu.

Ky3senkoBa JI.M., npodeccop, 1.M.H., aieH Coro3a neauarpos Poccuu

Croasiposa H.JL., k. M.H.

Bypcarosa b.U., x.M.H.

Crynenunkun B.M., mpodeccop, 1.M.H. wien Coro3a neauarpo Poccun

Kypenkos A.JL., 1.M.H., unen Coro3a neauarpos Poccun

Toasuosa H.B., x.M.H., unen Coro3a neauatpoB Poccun

ABTOpr MOATBEPKAAKT OTCYTCTBHE q)MHaHCOBOﬁ nouuepmxn/xonqmmﬂa HHTEPECOB,

KOTOPBIii He00X0AMMO 0GHAPOI0BATH.
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IIpunoxenne A2. MeronoJsiorust pa3padoTKu KIMHAYECKUX PeKOMEHIaluil.

LlesieBasi ayAnTOPHUS JAHHBIX KJIMHUYECKHX PEKOMeEH/IALMIi:

Bpaun-neauarpsl

Jlerckue HeBpoOIOrH

Bpauu o6meit npakTHKH (CeMelHbIe Bpayun);

Crynentsl MeauMHCKUX BY30B;

OOyuarouiyecs B OpAMHATYpe U MHTEPHATYpe 1o crenuanbHocTIM «llequarpus» u «Heposorusy.

Metoabl, Hcnosb3yemble AJsi cOOpa/cesIeKIMHU /10KA3aTeJbCTB: IOUCK B 3JIEKTPOHHBIX
0a3ax JaHHBIX.

Onucanue MeTO/0B, HCNOJIb30BAHHBIX VISl OLIEHKH Ka4ecTBA M CHJIbI /10KA3aTeJbCTB!
JI0Ka3aTe’abHON 0a30il 11l peKOMEeHJalui SABIAIOTCS MyOauKanuu, Bomeamue B KoxpeHoBCKyIO
oubmmoreky, 6a3sl nanubix EMBASE, MEDLINE u PubMed. T'ny6una moucka - 5 jer.

Metoabl, HCII0/Ib30BAHHBIE /ISl OLIEHKH KAaYeCcTBAa U CHJIBbI 10Ka3aTeIbCTB:

®  KOHCEHCYC IKCIIEPTOB;

®  OlLIEHKA 3HAYUMOCTH B COOTBETCTBUU C PEUTUHIOBOM CXEMOIA.
Metoabl, HCII0/Ib30BaHHBIE /ISl AHAJIN3a I0KA3aTeJIbCTB!

e 0030pbI OMMYOJIMKOBAHHBIX META-aHAIU30B;

e  cucreMaruyeckue 0030pbl ¢ TaOIMLIAMU J10KA3aTEIbCTB.

Onucanue MeTO0B, MCIOJIb30BAHHBIX /ISl AHAJIN3A 10KA3aTEJIbCTB

[Tpu or6Gope myOnuKanuii, Kak NOTEHIIMATHHBIX UCTOYHUKOB JOKa3aTEIbCTB, HCIIOIb30BaHHAS
B KaXJIOM HMCCJIEJOBAaHUU METOJI0JIOTUS U3y4yaeTcs Ui TOro, 4ToObl yOeOUThCs B €€ BaJUAHOCTH.
Pe3ynbTar n3yueHus BIUSET HAa YPOBEHb J10KA3aTeNbCTB, IPUCBAUBAEMBbIH MyOIMKAIMU, YTO B CBOIO
ouepelib, BIMIET Ha CHILy pEKOMEHIalUi.

JUis  MUHMMHM3alUMU  [OTEHLMAJIbHBIX OIIMOOK KaXIO€ HCCIEeIOBAaHUE OIEHUBAJIOCHh
He3aBUCHMO. JIroOble pa3nuums B OLIEHKaX 00CYKJaluCh BCel TPYIION aBTOPOB B IIOJHOM COCTaBE.
[Tpy HEBO3MOXKHOCTH JOCTHKEHHSI KOHCEHCYCa MPUBJIEKAJICS HE3aBUCUMBIN SKCIIEPT.

Tabaunpl A0Ka3aTeNbCTB: 3aM0JHAIUCH aBTOPAMH KIMHUYECKUX PEKOMEHIALINM.

MeToabl, HCHOJIbL30BaHHbIe [ (OPMYJMPOBAHUS PEKOMEHIAIM: KOHCEHCYC
DKCIIEPTOB.

HNuauxaTtops 1o0pokavecTBenHoii mpakTuku (Good Practice Points — GPPs)

Pexomenayemasi 1oOpokauecTBEHHAs MpaKkTUKa 0a3upyeTcsl Ha KIMHUYECKOM OIbITE aBTOPOB
pa3pabOTaHHBIX PEKOMEHIAIIHIA.

JKOHOMHUYECKHI aHAJIN3
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AHaiaM3 CTOMMOCTH HE TMpOBOAWICA U MyOnukanmuu 1o (apMakodIKOHOMHUKE HeE
AHAJIM3UPOBAJIUCE.

MeToa BaJIuaaUM peKOMeH Al

e  BHemHsAsd dKCIEPTHAs OLICHKA.
e  BHYyTpeHH:A DKCIIEPTHAs OLICHKA.

Onucanue MeTO1a BAJIMAAIUN PEKOMEH AU

Hactosmme pexkomMeHAanuu B  MPEABAPUTENBHON  BepcUM  OBLIM  pPELEH3UPOBAHBI
HE3aBUCHMBIMH 3KCIEpTaMH, KOTOpPBIX, MpPEXKIE BCEro, IMOMNPOCHIA MPOKOMMEHTHUPOBATH,
HAaCKOJIBKO JOCTyIHAa JJisi TOHMMaHUsl HMHTEpIpeTanus J0Ka3aTelbCTB, JIeKalas B OCHOBE
PEKOMEHJALIHA.

Ot Bpayeil MEpPBUYHOIO 3BEHA MOJTYYEHbl KOMMEHTApHUH B OTHOIIEHUU JAOXOJYUBOCTH
U3JTI0’KEHUS TAaHHBIX PEKOMEHIAINH, a TAaKXKe UX OLIEHKAa BAYKHOCTH IMpejlaraéMbIX peKOMEHIalnH,
KaK MHCTPYMEHTA MMOBCEIHEBHOM MPAKTHKHU.

Bce komMeHTapuu, TOJNy4YEHHBIE OT OJKCIIEPTOB, TIIATEIBHO CHUCTEMAaTHU3UPOBAIUCH U
oOcyxxaanuch uieHamu pabodeid rpymisl (aBTopamu pekomenaanuii). Kaxapiii myHKT o0cyxaancs
B OTJICIbHOCTH.

KoncyabTanus u 3kcnepTHas OlleHKAa

[IpoexT pekoMeHanuii ObLT PEIEH3UPOBAH HE3aBUCUMBIMU IKCIIEPTAMHU, KOTOPBIX, MPEXK/IC
BCEro, TMOMNPOCHJIM MPOKOMMEHTHPOBAaTh  JIOXOAYMBOCTH M  TOYHOCTh  HWHTEpIpETaluu
JI0Ka3aTeNbHOMN 0a3bl, Jiexalleld B OCHOBE peKOMEHJAITHi.

Pabouas rpynna

Jns OKOHYATENBbHOW pEeTaKIMU M KOHTPOJISI KadyecTBa PEKOMEHJAIUU OBLTH TIOBTOPHO
MPOaHATU3UPOBAHBl YJeHaMH padouell TpYNIbl, KOTOPblE MPUIUIM K 3aKIIOYEHHUI0, YTO BCE
3aMeuyaHusi 1 KOMMEHTapUU SKCIEPTOB MPUHATHI BO BHUMAHHME, PUCK CHCTEMATHUECKUX OMIMOOK
pH pa3paboTKe PEKOMEH AU CBEJIEH K MUHUMYMY.

OcHOBHBIE peKOMEH AU

Cua pexomenaanuii (1-2) Ha OCHOBaHMHM COOTBETCTBYIONIUX YPOBHEH oka3aTenbCcTB (A-C)
U MHIMKATOPhI J0OpoKavyecTBeHHOH npakTuku (Tadi. 1) —good practice points (GPPS) mpuBoasatcs

IMpU U3JI0KCHUUN TCKCTA peKOMeHﬂaHHﬁ.

Ta6muma I11 - Cxema a1 O1eHKH YPOBHS pEeKOMEH AN

Crenenn CooTHomieHne pucka | MeTromoiornieckoe kauectBO | IlosicHeHMst o
I[OCTOBepHOCTl/l nu HpeI/IMyH_ICCTB HUMCHOIIIUXCA A0KA3aTCIbCTB HpI/IMeHeHI/I}O
peKoMeHAanui peKoMeHanun
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1A IMonw3a otuernuBo | Hanmexwsle HenpoTuBopeunBbie | CuibHas
CuabHas IIPEBAIUPYET HaJ | I0Ka3aTeIbCTBA, OCHOBAaHHBIE  HA | PEKOMEHAALNA,
pexoMeHAaNus, pUCKaMHu n | xopomo BemonHeHHbIX PKM  wnim | kotopas MOXKET
OCHOBaHHasI Ha | 3aTpaTamy, 00 | HEONPOBEP)KUMBIE  JIOKAa3aTENbCTBA, | UCIIOIb30BATHCSA B
A0Ka3aTeJbCTBaX HaobopoT NIPEACTaBICHHBIE B KaKOW-THOO | OONBIIMHCTBE CIydacB
BBICOKOI'0 KayecTBa apyroii hopme. y NPEeNMyIIECTBEHHOTO

JlanpHeimme WCCNeIoBaHus BPA JIM | KOJIWYIECTBA NMAI[MEHTOB

M3MEHST Hallly YBEPEHHOCTh B OLICHKE | 0e3 KaKHUX-1100

COOTHOILICHUS MTOJIb3bI U PUCKA. U3MEHEeHUN u

HACKJIFOYEHU I

1B IMomp3a  oryermmBo | JlokasatenbcTBa, OCHOBaHHbIE Ha | CuibHas
CuabHast IIPEBAIUPYET Hax | pesynpratax PKU, BBINONHEHHBIX C | peKOMEHJALHA,
pexoMeHaAN NS, pHUCKaMH U | HEKOTOPBIMHU OTPaHHYCHUSIMH | TIPIMEHEHHE KOTOPOH
OCHOBaHHasl Ha | 3aTpaTamy, 1160 | (IPOTUBOPEUHBEIC pE3yNbTaThl, | BO3MOXHO B
A0Ka3aTeJbCTBaX HaobopoT METOJ0JIOTHYECKHE OmMOKY, | OONBIIMHCTBE CIIydacB
YMEpPEHHOI0 Ka4ecTBa KOCBEHHBIC WM CIy4allHble W T.IL.),

m00 JPYruxX BECKUX OCHOBaHMSX.

JanpHelimue wucciaenoBaHus  (eciu

OHU TIPOBOASTCS), BEPOSATHO, OKAXKYT

BIIMSIHME Ha Hallly YBEPEHHOCTL B

OLIEHKE COOTHOILEHHS MOJIB3bI U pUCKa

1 MOTYT U3MEHHTH €€.
1C Tlonn3a, BEpOsTHO, | JlokazarenbcTBa, OCHOBaHHbIE Ha | OTHOCUTEIHHO CHUJIbHAS
CuabHast OyneT mpeBalMpoBaTh | 0OCEPBAIMOHHBIX HCCIICIOBAHMAX, | pPEeKOMEHalus,
pexoMeHaanus, Hax BO3MOXXHBIMH | OECCHCTEMHOM KIIMHUYECKOM OIIBITE, | KOTOpas MOXET OBITh
OCHOBaHHAasA HA | pUCKaMu u | pesynpratax PKW, BBINOTHEHHBIX C | U3MEHEHA npu
A0Ka3aTeJbCTBAX 3aTpatami, 00 | CYIIECTBEHHBIMHU HEJIOCTaTKaMH. | TONydCHUH
HH3KOT'0 KadyecTBa HaobopoT JIrobast OLICHKA a¢dekTa | mokazarenbcTB  Ooiee

PACLCHUBACTCSA KaK HEOIIPCACICHHAS.

BBICOKOI'O Ka4€CTBa

2A

Caabasi pekoMeHaanusi,
OCHOBaHHAasI Ha
J0KA3aTeTbCTBAX

BBICOKOI'0 KayeCTBa

Ilonp3a comocTaBuMa
C BO3MOXHBIMU
PHUCKaMH U 3aTpaTaMu

Hanexueie JI0Ka3aTesbCTBRa,
OCHOBaHHEIC Ha XOpOIIIO
BBITTOJTHEHHBIX PKHN HITH
MTOITBEP K ICHHEIC JIPYTAMHU

HEOIIPOBEPKUMBIMH JAHHBIMHU.
JanpHelmue ucciaeroBaHUs BpsL JH
M3MEHST HAIly YBEPEHHOCTh B OIICHKE
COOTHOIIICHHUSI TTOJIB3BI U PUCKA.

Cnabast peKkOMEH a1

Br16op Hauly4qlen
TaKTUKHA Oyzner
3aBHCETH oT
KJIMHHYECKOH

CUTYaIHH
(0OCTOATENBCTB),
ramyenTa 381051
COLMATLHBIX
MPEANOYTEHUM.

2B

Caabasi pekomeHaanusi,
OCHOBaHHasI HA
A0KAa3aTeIbCTBaX

YMEPEHHOI0 KayecTBa

Ilosp3a comocTraBUMa
¢ puckamu u
OCJI0)KHEHUSIMHU,
OJIHAKO B ATOH OIIEHKE
€CThb
HEOTPEJIeNICHHOCTbD.

JokazaTenbcTBa,  OCHOBaHHbBIE — Ha
pesynbratax PKUV, BBIIOJHEHHBIX C
CYIIECTBEHHBIMH OTpaHUYCHUSIMHU
(mpoTUBOpEUHBHIE pe3ynbTaTHI,
METOA0JIOTHIECKIE neheKTsl,
KOCBEHHBIE WJIM CIIydalHbIE), WIH
CHIIbHBIE JI0Ka3aTeIbCTBa,
MpeICTaBICHHbIE B KaKoH-Tnoo
Ipyroii popme.

HanmpHeiimue wucciaenoBaHus — (eciiu
OHH TIPOBOJMTCS), CKOpee BCEro,
OKaXYT BIIUSIHUE Ha Haiy

YBEPEHHOCTh B OIIEHKE COOTHOIICHHS
TI0JIB3BI ¥ PUCKA U MOTYT U3MEHHUTH €e.

Crnabast peKOMEeH AT

AnbTepHaTHBHAS
TaKTHKa B
OIIpeJIeTICHHBIX
CUTYaIHIX MOXKET
SIBUTHCS IS

HEKOTOPBIX MaI[EeHTOB
JIY4IINM BBIOOpPOM.
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2C

Caabasi pekoMeHaaIusl,
OCHOBaHHAasi Ha
A0KAa3aTeIbCTBAX

HH3KOIo KayecrBa

Heonno3naynocts B
OIIEHKE COOTHOIIIEHHS

MONB3BI, PHUCKOB H
OCJIO)KHEHHH; TI0JIh3a
MOYKET OBITH
COITOCTaBUMa c
BO3MOKHBIMH
puckaMu u
OCJIOKHECHHSIMH.

Jloka3aTenbCcTBa, OCHOBaHHBIE  Ha
00cepBaIMOHHBIX HCCIIEN0BAaHMSIX,
0ECCHCTEMHOTO KIMHUYECKOTO OIBITA
WU PKU C CYILLIECTBEHHBIMHU
HELOCTATKaMH. JIrobas OLIEHKa
a¢¢exra pacueHuBaeTcs KaK
HEOIIpeeIICHHAS.

OueHp ciabast
PEKOMEHIAITHS;
aNbTePHATHBHBIC
MOJXOAbI MOTYT OBITh
HCIIOIL30BaHBI B

PaBHOI1 cTeneHu.

*B Tabnuie mudpoBoe 3HAYCHHE COOTBETCTBYET CUJIE PEKOMEH AN, OYKBEHHOE - COOTBETCTBYET

YPOBHIO JI0Ka3aTeIbHOCTH

36




Ipunoxenne A3. CBsi3aHHBIE JOKYMEHTBI.

HOpﬂ)IKI/I OKAa3aHUA MeJIULNHCKOI MOMOIIMN:

[Ipuxa3z MuHMCTEpCTBA 3/IPaBOOXPAHEHUS U COLMAIBHOTO pa3BuTus PO ot 16 anpens 2012
r. N 366H "O06 yrBepxaenuu l[lopsaka okazaHus meIuaTpudecKoi moMomu"

[Ipuka3z MunucrepcTBa 3npaBooxpanenus Poccuiickoit ®eneparuu ot 14 mexabps 2012 r.
Ne 10471 "OO6 yrBepxknenuu llopsaka okazaHUS MEIUIIMHCKONH TOMOINM JACTSIM 10

npoduiro "HeBposorus"

CrangapTbl OKa3aHUS MeIUIMHCKONH MTOMOIIIU:

[Tpuka3 MunuctepcTBa 3apaBooxpanenusi Poccuiickoit @enepauun ot 20 nexabps 2012
r.Ne 10851 "OO yTBep)KIeHUU CTaHAApTa CHEIUATU3UPOBAHHON MEIUIIMHCKOW ITOMOIIN
OpU TMEPBOM  KIMHUYECKOM IIPOSBIEHUU  PACCEIHHOIO  CKJepo3a  (KIMHUYECKU
M30JIUPOBAaHHOM CHHJpPOME)"

[Ipuka3 MunuctepcrBa 3apaBooxpanenust Poccuiickoit ®enepaunu ot 24 nexadps 2012 r.
N 15428 «O06 yTBep)KACHHWU CTaHAApTa MEPBUYHOM MEIMKO-CAHUTAPHOH IOMOIIU TPU

pacCCaHHOM CKIICPO3€C B CTaAUU PCMHUCCUUD).
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Ipuioxenue

Cxema 1. Ilnarnoctuka PC

b. Asiroputm BeieHUs MalUEeHTA

ITanmeHT ¢ oYaroBou
HEBPOJIOTMYECKOW CUMIITOMAaTUKOMN

JA

\ 4

IIposenennie MPT
TOJIOBHOT'O U
CITMHHOT'O MO3ra ¢
KOHTPACTUPOBAaHUEM

HUIITMYHBIC O4Yaru, B TO
YHCJIC HAKaIlJIMBAKOIUEC

W

OT0 nepBblil ann301?

IIposenenne MPT
TOJIOBHOTO U
CIIMHHOT'O MO3ra C
KOHTPaCTUPOBAHUEM

l

HUIIMYHBIC O4aru, B TO
YHCJIC HaKaIlJIMBAarOInue
KOHTpPaCTHOC BEIICCTBO

IIposenenne MPT
TOJIOBHOTO U
CIMHHOT'O MO3ra ¢
KOHTPAaCTUPOBAHHUEM

bruio 1 HoBOE
000CTpeHue B TeUCHUE
6 Mecs1eB?

HET JA JA HET
A 4 v y v
IIpomomkats OcTaBUTh MaIMEHTA Jnaruno3 IIponomxars 5
AUarHOCTUYECKUH Ha JMHAMHYECKOM JI0CTOBEPHOTO ANArHOCTHICCKNH
IOUCK, IUAarHO3 HaOII0AeHUU PC IOUCK, JUAarHo3
PC manoseposiTen yy PC manosepositen

JA

A

[TostBUNMCH 1M HOBBIE OYary, B
TOM YHCJI€ HaKaIUIMBAIOLIHE
KOHTPAaCTHOE BEIECTBO?

\4

BeposiTHo, nmen
mecto snan3on KUC
i OPOM

38



Cxema 2. JleyeHne nanyeHTa ¢ yCTaHOBJIEHHBIM quarHo3om PC

[TarueHT ¢ yCTaHOBJIEHHBIM
JIOCTOBEpHBIM auario3om PC

A HaxoauTcs nu namueHT HET
B JIaHHBII MOMEHT B
obocTpeHuun?

Hauatp Tepanuto
METHIIIPETHU30JI0HOM
20 Mr/Kr/CyTKH

JA | IIpexpaTuth BBenCHHE
METHIINPETHU30I0HA

Oboctpenue
KYIIIPOBAHO?

HET

[TpoomxkaTh Tepanuio OGocrpenie A
METHIIIPEAHU30JI0HOM KYHPOBAHO?
1o 10 undysuit
vV Yy
IIpoBesenue ceancoB HNuunuupoBaTh
ia3magepesa tepanuto [IMTPC
>
HET Ob6ocTpenue JA
I KyIIUPOBaHO?

Ob6ocTpenue TsxEnoe?
(yBemmuenue EDSS Goree,
yeM Ha 2 Oaria)

AOCTHTHYTO ypexeHme
YacTOTBI 000CTPEHHIA?
(oGocTpenus He yarie 2
p/ron)

A
A\ 4
Tepanus HIUTOCTATUYECKUMHU Cwmena npemnapara Ha I[Tponomkenue
npenapaTamu npyrou u3 rpynmsl [IMTPC tepanuu [TMTPC
AA HET
P Pemuccus
MOHHUTOPHHT MAIUEHTA | JOCTHTHYTA?
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Ipuioxkenue B. Uupopmanus 1 manueHToB.

PaccestHubiil ckiiepo3 — 3TO 3a00JieBaHME C HACIEACTBEHHOM MpeapacrooKeHHOCTh0. Her
JAHHBIX 00 OJIHO3HAYHOW CBS3M 3a00JIeBaHUS C KAaKUM-IHOO TeHOM WM MyTaiuei. Puck nepenaun
3a00eBaHus JETSAM CyliecTByeT (T.e. oH BhIime, yeM y moaei 6e3 PC), onnako namuuue PC y
poautenei He 00s3aTeIbHO 03HAYaeT, YTO PeOEHOK Takxke OyaeT 6onets PC.

PC — at0 mporpeccupyroriee 3a00jieBaHre, CBI3aHHOE ¢ HEMPABIILHOW paboTON WMMYHHOMN
cucrembl. [losToMy mroOble mpemaparbl, BIUSIONIME HA HMMMYHUTET (MMMYHOCTUMYJISTODBI,
UMMYHOMOJIYJIATOPBI) MOTYT YXYIIIUTh TeUeHHE 3a00JIeBaHUS.

K coxanenuto, mnomHoctbto wu3neuyuTh PC Ha JaHHOM JTane pa3BUTHS HayKd He
NpPEJCTaBIsIeTCsT BO3MOXKHBIM. JleueHne 3a0ojieBaHMs HANpaBICHO HA CMATYCHUE TEYCHUS,
ypeXeHHe u 00JieT4eHruEe 00OCTPEHHI.

Baxxno neunts kaxaoe oboctpenue PC, HeCMOTps Ha TO, YTO HEKOTOPHIE IPOSBICHUS MOTYT
CO BpeMeHeM IpoiTH camoctosiTenbHo. Ecnu Bbl HaunHaere nedut oOOCTpeHUE cpazy ke, PUCK
HEOOPaTHUMOTO TIOPAKEHHUS HEPBHBIX KIETOK HAMHOTO MEHbIIIE.

[Tpu npaBuIBHOM JieueHNH (PEryJIIpHOM MpUEME MpenapaToB WHTEp(hEepoHa WM KONaKCOHA
WK ApYyrux npemnapatos ajs gedenus PC, HazHaueHHBIX Bam Bpauom) u GraronpusiTHOM Te€UEHUU
3a005IeBaHUsl MPOJOJDKUTENBHOCTh aKTUBHOTO (YHKIIMOHUpOBaHUA (0e3 HapylleHUs ABMKECHUH,
KOOpJMHAIIMM, WHTEJUIEKTa) yBeJIHuuBaeTcs Ha aecatku jer. llamuentst ¢ PC moryr 3aBoauTh
CEMBIO, POKATh JETeH, paboTaTh MPaKTUICCKH B JIt000# chepe.

OpHako CyIIECTBYIOT HEKOTOpPBIE OTpPAHWYEHHUsS, KOTOPbIE CHH3ST PHUCK Pa3BUTHUSA
000CTpeHuit:

e OrpaHnyeHre UHCOISIMH (HE IpeObIBaTh B KapKOM KJIMMATe, Ha NAJISILIEM COJIHIIE)
el136eranne neperpeBaHusi (B TOM uwucie, OaHs, cayHa, a Takxke TSKENble (Gus.
Harpy3Ku)
e I30eraTh nepeoxaaxkAeHU 1 KOHTakTOB ¢ 6onpHBEIMEH OPBU
 MUHUMH3UPOBATH CTPECCOBBIE CUTYAIHH
OTU OrpaHWYEeHHs] MOTYT MOTpeOdOBaTh Jake CMEHBI JTOOMMOW pabOThl WM MPUBBLIYHOTO

MECTa MMPOXKUBAHUA, OJHAKO HC CTOUT 336BIB8.TB, yto Bame 3ApPOBLC B Bammux pYKax.
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Hpunoxkenune I'l. /lmarnocTuyeckue KpuTEepUU PacCesHHOI0 CKJIEpPo3a

(Mc

Donald et al., 2010)

Kaunnveckue IMPOABJICHUSA

H606XOI[I/IMLIe JOIMOJHHUTECJIbHBIC HCCJICAOBAHUSA

> 2 00oCTpeHuit, 00bEKTUBHbBIC
KIIMHUYECKHE TAHHBIC O HATMYUU > 2
04YaroB

He tpebyrorcs

> 2 obocTpeHuil, 00HEKTUBHBIC
KJIMHUYECKHE JaHHbIC O HAIMYKHU | odara u
QHaMHE3 O MPEebLAYIIEM 000CTPEHHH

He tpeGyrores

> 2 o0oCcTpeHuit, 00bEKTUBHBIC
KIIMHUYECKHE TaHHBIC 0 Han4uu | odara

MPT: nuccemuHanus B IpoOCTPaHCTBE:

e > ] T2-runepuHTEHCUBHOIO O4Yara, Kak MUHUMYM B 2
u3 4 xapaktepHblx Ui PC 30Hax (IOKCTaKOPTHKAJIBHO,
[EPUBEHTPUKYJIIPHO, UHPPATEHTOPUATIBHO, B CIIMHHOM
MO3Te)

unu

* OXUJAHHE CIEOYIOIEro O0OCTpeHHs] C JpYyrum
[TOMMYECKUM PACIIOIOKEHHEM oyara

1 obocTpenne, 0O0BEKTUBHBIC KIIMHUYICCKUE
NTAHHBIC O HAJTMYHMH > 2 04aroB

JluccemuHanus BO BpEMEHH:

* mosBicHHE Ha auHamudeckoM MPT wmcciaenoBanny
HOBOrO T2-TUNEPUHTECHCHBHOIO oOYara W/WIM OYara
HaKaIUIMBAIOIIEr0 KOHTPACT, HE3aBUCMMO OT CpOKa|
npoBeaeHus: 6azoBoro MPT-uccienoBanus

unu

* oaHoBpeMmeHHOe Hamnuue Ha MPT 6eccuMnTOMHOTO
oudara(oB) HAaKaIlUIMBAIOIIET0 KOHTPACT M oOdYara He
HaKaIuIMBAIOILIET0 KOHTPACT

unu

*  OXHJIAHHE CIETYIONIEro 000CTpeHUs

1 obocTpeHne, 0ObEKTUBHBIE KITMHUYECKUE
na"Hble 0 HanuuuK 1 ovara (Knuanyecku
n3onupoBaHHbIi cuHIpoM — KHC)

Cobnronenue mpuHIMIA JUCCEMUHAIIMYA BO BPEMEHHU U B
IPOCTPAHCTBE

Juccemunayus ¢ npocmpancmee.

e > 1 T2-runepuHTEHCUBHOTO OYara, Kak MUHUMYM B 2
u3 4 xapaktepHbix st PC 30HaxX (IOKCTaKOPTHKAIBHO,
MEePUBEHTPUKYIISIPHO, UH(PATEHTOPHAILHO, B CIUHHOM|
MO3Te)

unu

* OXHJAHHWE CJEAYIONMIET0 OOOCTPEHUss C JPYyTruMm
TONMMUYECKUM PACTIOJIOKEHHEM O4Yara

Juccemunayus 6o epemenu:

* mosBIeHHEe Ha auHamuueckoM MPT wuccinemoBanuu
HOBOr0 T2-TUMEpUHTEHCHBHOTO oOuara W/WIH oOuara
HAKaIUTMBAIOIIEr0 KOHTPACT, HE3aBUCUMO OT CpOKa|
nmpoBeneHus: 6azoporo MPT-uccnenoBanus

unu

* oaHoBpemeHHoe Hanmnuue Ha MPT GeccummnToMHOTO
ouara(OB) HAKaIUIMBAIOILIEr0 KOHTPACT M oOdYara He
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HaKaluIMBaromiero KOHTpact
ujiau
¢  OXHIAHHE CICAYIOMIETO O6OCTpeHI/ISI

OTtcyTcTBUE 000CTpEeHMI ITPU * mporpeccupoBaHue 3aboyneBaHus B TeueHue | rojal
MOCTENIEHHOM MPOrPECCUPOBAHUU (PETPOCHIEKTUBHO MUJTU TIPOCIIEKTUBHO)
HEBPOJOTMYECKOM CUMITOMATUKHU N nannune kak MUHUMYM 2 13 3 KpI/ITepI/IeB1:
* coOnroaeHue MPUHIINIIA JTUCCEeMHUHALINU B

npoctpanctBe: 1 wnm OGonee T2-rHNEPUHTECHCHBHBIX|
0YaroB, PacrojOKEHHBIX B TUNMUYHBIX 1 PC obnacTsx:

FOKCTaKOPTUKAJIBHO, [IEPUBEHTPUKYIIIPHO WIH
MH(pPATEHTOPUAIIBHO;
* cobmrofieHue IIPUHLINAIIA JUCCEMUHALIUH B

npoctpaHcTBe: > 2 T2-TUNEpPUHTEHCUBHBIX OYaroB B
CIIMHHOM MO3TE€;

* XapakTepHbIe W3MEHECHUS HCXK (Hannuue
onuroknoHaneHeix Tpynn  1gG B HCXK  wmm
noBbIIeHHBIN HHEKC 1gG)

! _ He TpeGyercst 0OHApy)XeHHE KOHTPACT-IIO3MTHBHBIX OYAroB; KIMHAYECKH 3HAYMUMBIC OYATH

(I[aIOHII/Ie CI/IMHTOMaTI/IKy) B CTBOJIC T'OJIOBHOI'O MO3ra HWJIM CIIMHHOM MO3I¢ HC MNPUHUMAIOTCA B

pacuer.
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Ipunoxenne I'2. lllkana pyHKUMOHAIBHBIX CHCTEM

Jlns  QaybHOM  OIGHKH  CTENEHH BBIPAKEHHOCTH  HEBPOJIOTMYECKHX  HapyIICHUH
UCTIONIB3YyeTCS uiKana pynkyuonansuvix cucmem (@C) (Kurtzke J.F. 1983)
IMupaMmuanble PyHKUMH
0 - Hopma
1 - [TaTonoruyeckue 3Haku O€3 HapyIIEHUS PYHKIUI
2 - MuHMMaIbHbIE HAPYIICHUS
3 - Jlerkuii uiaM yMEpeHHBIH Mapamape3 WiIM reMurape3 (BbIABIseMas MBIIIEYHAs! CI1a0OCTh IPU
COXpaHEHHH OCHOBHOW ()YHKIMOHAIBHOCTH, YTOMIJIIEMOCTB) WJIM TSDKEIBIH MOHOMIape3
(IpaKTHYECKH TOJHAS TTOTepsi PYHKIUN OJJHONH KOHEYHOCTH)
4 - BelpaXeHHBIN Napamnape3 Wik reMunapes3 (IBUTaTeiabHble (YHKIMKA 3HAYUTEIHHO HAPYIICHBI)
WIM yMEpPEHHBIH TeTpamape3 (ABUTATeNbHBbIC (YHKIMH CHI)KEHBI, HO MOTYT KPaTKOBPEMEHHO
HOJJICPKUBATHCS) UM MOHOIUICTHS
5 - [Maparerusi, reMHIIJIETHS HITH BBIPAYKECHHBIN TeTpanapes
6 - Terparuterus

Mo3s:keukoBble PyHKINH

0 - Hopma

1 - [Taronoruyeckue 3Haku 6e3 HapyleHus QyHKIUN

2 - Jlerkas arakcus (TpeMop WM JIETKas HEYKIIOXKECTh, MHUHUMAJIBHO HAPYIIAIONIUE
(GyHKIIMOHUPOBAHUE)

3 - YMepeHHas TyJOBMILHAs WJIM KOHEYHOCTHAs aTakCUs (TpPEMOp WM HEIOBKOCTh ABMIKEHHIH,
Hapyuaromue GyHKIIHOHUPOBaHUE BO BcexX cdepax)
4 - BelpaxxeHHasl aTaKCHsl BCEX KOHEUHOCTEN (O0NbIIMHCTBO (PYHKINN 3HAUYUTENBHO 3aTPYIHEHBI)
5 - HecriocoOHOCTD BBIOJHATH KOOPAMHUPOBAHHbIE IBUKEHUS U3-3a aTaKCUU
CrBos10BBIC PYyHKIMHT
0. Hopma
1 - [Taronornyeckue 3Haku 6€3 HapyleHus QyHKIUN
2 - YMepeHHBIH HUCTarM WIN IPYTHe JIETKUEe HapyIICHUsS
3 - BelpakeHHBI HUCTAarM, 3HAYUTENbHAs CIa00CTh IIa30[BUTaTENbHBIX MBI WX YMEPEHHOE
HapyleHue QyHKIMNA APYTUX YeperHbIX HEPBOB
4 - BelpaxxeHHast TU3apTpUsl UIIH JIPYTHe BbIpaKEHHbIE HAPYIICHUS
5 - HecriocoOHOCTD I10TaTh U/UITU TOBOPUTH
CeHcopHble PyHKIHH
0 - Hopma
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1 - CHmwkeHHne TOJBKO BUOPAIMOHHOW WJIM JABYMEPHO-TIPOCTPAHCTBEHHOW YYBCTBUTEIHHOCTH B 1
WIH 2 KOHEYHOCTAX

2 - Jlerkoe CHI)KEHUE TAKTUIBHON HWIM OO0JIEBOM, MM MBIIIEYHO-CYCTAaBHOM UYyBCTBUTEIHLHOCTH
U/WIN yMEPEHHOE CHU)XEHUE BHOPALMOHHOW YYBCTBUTEJIBHOCTH B | WM 2 KOHEYHOCTSX; WIIM
CHIIKEHHE TOJIbKO BUOPALIMOHHOMN WJIM ABYMEPHO-IIPOCTPAHCTBEHHOM YyBCTBUTEIILHOCTH B 3 UM 4
KOHEYHOCTSIX

3 - YMepeHHOe CHIDKEHHE TAKTHIBHOW U OOJIEBOW I MBIIIEYHO-CYCTaBHOM YYyBCTBUTEIBHOCTU
W/WIN TIOYTH TOJHAs MOTepss BUOPALMOHHOM YyBCTBUTENBHOCTH B 1 MM 2 KOHEUHOCTSX; WIIM
JIETKOE CHIDKEHUE TaKTHJIBHOW MM OOJIeBOM W/MIM YMEPEHHOE CHIKEHHE BCEX BHUJOB
IPOIPUOLENTUBHON YYBCTBUTEIBHOCTHU B 3 UM 4 KOHEUHOCTSIX

4 - 3HauMTENbHOE CHWKEHUE TaKTWIbHOM WM  OO0JNEeBOM, WM  MIPONPUOLEHTHUBHON
YyBCTBUTEIBHOCTH, N30JIMPOBAHHO WJIM OJHOBPEMEHHO, B 1 MM 2 KOHEYHOCTSX; WK YMEPEHHOE
CHIDKEHHE TaKTWJIbHOW MM OOJEBOW M/MIM BBIPQXKEHHOE CHIKEHHE NPONPUOLENTUBHOM
YYBCTBUTEJIBHOCTHU 0OJIEE YEM B 2 KOHEUHOCTSIX

5 - [loreps (moYTH MOIHAs) YyBCTBUTEIBHOCTU B 1 MM 2 KOHEYHOCTSIX; UJIM YMEPEHHOE CHUKEHHE
TaKTHWJIBHOW MM OOJIEBOM M/MIIM NOTEps MPOIPHUOLENITUBHON YyBCTBUTEIILHOCTU B OOJIbIIEH YacTH
TeJ1a HUKE TOJIOBbBI

6 - UyBCTBUTEIBHOCTH MTOYTH ITOJIHOCTHIO OTCYTCTBYET BO BCEM TEJI€ HUXKE TOJIOBBI

@OyHKIMH MOYEBOI0 My3bIPsi M KHIIEYHHKA

0 - Hopma

1 - HeGounpl1ast HEyBEpeHHOCTb ITPU MOYEHCITYCKaHNUHU, UMIIEpAaTUBHBIE TTO3bIBBI HITH 3a/1€pKKa

2 - YMepeHHas HEYBEPEHHOCTb IIPH MOYEHCIYCKaHUH, WMIICPAaTHBHBIE TIO3BIBBI, 3ajepiKKa
MOUYEHCIYCKaHHUsl WIM CTyJla, WIM W3pelKka HeaepkaHue (mepruogudeckas HeoOXOIUMOCTh
CaMOCTOSITENIBHOM KaTeTepU3aluy, py4YHOro CAABJICHHSI MOYEBOIO Iy3bIPs WM PYYHOU dBaKyalluu
CTyIna)

3 - Uacroe HenepkaHHE MOYH

4 - Heo6X0MMOCTh MOUYTH MOCTOSIHHON KaTeTepU3alluy U Mep MO OMYCTOIIEHUIO KUILIEYHUKA

5 - [ToTepst pyHKIMU MOYEBOTO My3BIPs

6 - [Totepst pyHKIIMM KMIIEUHUKA U MOUYEBOTO MY3bIPS

3purenbHas pyHKUUA

0 - Hopma

1 - CxoToMa U CHI>KEHHUE OCTPOTHI 3peHus (¢ koppekiueit) He Hike 20/30 (0,67)

2 - CkoTOMa Ha XyALIeM Ta3y ¥ MaKCHMallbHasi OCTpoTa 3peHus (¢ koppekuueii) ot 20/30 o 20/59

(0,67-0,34)
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3 - Ha xyamewm rna3zy 0osblirasi CKOTOMa UM YMEPEHHOE CY)KEHHE TI0JIeH 3peHHs], C MAaKCUMaJIbHON
ocTpoTol 3penus (¢ koppekiueii) ot 20/60 no 20/99 (0,33-0,2)

4 - Ha xynmeMm ria3y BBIPOKEHHOE CY)KEHHE TOJeH 3peHHs, MaKCUMalbHas OCTpOTa 3peHus (c
koppeknuei) ot 20/100 mo 20/200 (0,1-0,2); HapylIeHUs, IEPEUYUCICHHBIE B M. 3, B COUYETAHUHU C
MaKCHUMaJIbHOW OCTPOTOM 3peHus Ha JTydiieM riasy He 6omee 20/60 (0,3)

5 - Ha xymmeMm ria3zy MakcuManbHas ocTpoTa 3peHus (¢ koppekuuei) menee 20/200 (0,1);
HAPYIICHUS, TIEPEUUCIICHHBIC B 1. 4, B COYETAHUU C MAKCUMAIBHON OCTPOTOM 3pEHUsS Ha JIydIlIeM
a3y He 6osee 20/60 (0,3)

6. HapyiuieHus, nepedyucieHHble B I. 5, B COYETAaHUM C MaKCHUMaJbHOM OCTPOTOM 3peHUs Ha
nyuqiieMm riasy He 6osee 20/60 (0,3)

DYHKUHUN MBIILIEHUSI

0 - Hopwma.

1 - Tonbko koneOaHusl HACTPOECHUsI/HEOOMbIIAs yTOMIIIEMOCTh (He BiusieT Ha 6amt EDSS)

2 - HeboubIioe CHUKCHUE WHTEIUICKTA

3 - YMepeHHOe CHUKCHHIE NHTEIUICKTa

4 - BelpaX€HHOE CHIDKEHHE UHTEIJICKTa

5 - lemeHus
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IIpunoxenue I'3. Pacuupennas mkaJja uaBaauauzanuu no Kypuke —

Expanded Disability Status Scale, EDSS, 1983

0.0 - Hopma B HeBposiorudeckom ctatyce (0 mo BceM (pyHKITMOHAIBHBIM CUCTEMaM).

1.0 - Tlpu3HaKkoB MHBAIMIM3AITMN HET, MUHUMAaJIbHBIC MPU3HAKK HapymeHuid B ogHoit OC (1
ypoBeHb HapymieHui), uckiodasi ®C «DyHKIIUN MBIILLIICHUS.

1.5 - [Ipu3HaKkoB MHBAJIWIN3ALMU HET, MUHUMaJIbHbIEC NIPU3HAKU HapylieHuil (1 ypoBeHb) B
6osee yem ogHOM DC, 3a uckimoueHrneM OC «DyHKITMU MBIIITICHUS Y.

2.0 - Jlerkue mpu3HaKy MHBATUAN3AINN, HapymeHus 2 ypoBHs B ogHoi ®OC, B OCTaNbHBIX —
0 nmm 1.

2.5 - Jlerkue npu3HAaKu MHBAIKMIU3AIMH, HapyieHus 2 ypoBHs B 1ByX @C, B octanbHbIX — 0
i 1.

3.0 - [TauueHT X0a94Mil C yMEPEHHBIMH NTPU3HAKAMU MHBAIMAU3ALMN, HAPYIIEHUS 3 YPOBHS
B ogHoit ®C (ocrampabie 0 mimm 1) nubo HapymeHus 2 ypoBHS B Tpé€x wimm 4deThipéx PC, B
ocTtasibHBIX — 0 w 1.

3.5 - [lauueHT X0a94uii C yMEpEHHBIMH NTPU3HAKaMH WHBAIMIU3ALMH, HAPYIICHUS 3 YPOBHS
B onHOil ®C u 2 ypoBHs B oxHoi win AByx PC; mnu Hapymenus 3 ypoBHs B 1ByX PC; uimm
Hapy1ieHus 2 ypoBHs B risitu OC.

4.0 - TIlammeHT XOAsMYMi, TOCTOPOHHEHW IOMOIIM HE TpedyeT, caMooOCITy)KHUBaHUE
coxpaHeHo. [IpoBoUT B MOBCEIHEBHOW aKTUBHOCTU OKOJIO 12 4acoB B IeHb HECMOTPSI Ha HAJIUYHUE
TSOKENBIX HapymeHuil (4 yposeHb) B oaHOM PC (ocranmpHble — 0 win 1) uiam codeTaHus MeHee
BBIPQKCHHBIX HapyIIEHUH, BBIXOAALIUX 3a paMKHU MNpeablaylied cryneHu. MokeT npolTtu 6e3
MOCTOPOHHEN MOMOIIY WK OCTaHOBKU 0K0J10 500 M.

4.5 - TlanueHT X0A4Mi, TOCTOPOHHEH MOMOIIM He TpeOyeT. AKTUBEH OOJbIIYIO YacTh JIHS,
MOXeT paboTaTh B TeUEHHE MOJHOro pabodero JHsA. Bo3MoxkHa HEOOXOJUMOCTb B HEOOJBLION
nomoui. OTHOCUTENBHO CEepbE3HbIE MPU3HAKK WHBAIUIU3ALUHU, KaK MPAaBUIIO MPOSBIISIONINECS
HapymeHusMu 4 ypoBHs B onHOM u3 @DC (ocrampHple 0 winm 1) WaM couyeTaHUEM MeHee
BBIPQKEHHBIX HAapyLICHUH, HE BXOJAIIMX B paMKHU Mpeaslayiield cryneHu. Moxker mpoiltu 0e3
MOCTOPOHHEHN OMOIIHY WK OCTaHOBKH OKOJI0 300 M.

5.0 - Moxer mnpoiiTh 0e3 TOCTOPOHHEW TOMOIIM WM OCTaHOBKM oOkoio 200 M.
[ToBcenHeBHass aKTHUBHOCTb HapylleHa (HampuMep, HE MOXXeT paboTaTh NOJHBIA JieHb 0e3
cnennanbHoi nmomonu). OObIYHO 5 ypoBeHb HapyuieHui B ojHoN u3 @C (octanpHble 0 nim 1) uam
COYETaHHUE MEHEe BBIPAXKEHHBIX HApPYLICHWH, HEe BXOAALIMX B paMKH IpeabLaymied crymnexu (4,0

0ayuIoB).
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5.5 - MoxeT npoiTi 6€3 MOCTOPOHHEH TTOMOIIU UM OCTaHOBKH OKOJIO 100 M. AKTMBHOCTB
B T€UCHHUE BCEro THS HEeBO3MOkHA. OOBIYHO 5 ypoBeHb HapyiieHuit B oquoi uz ®C (ocrambbie 0
uin 1) uiaM couyeraHue MEHEe BBIPAKCHHBIX HAPYIICHHWM, HE BXOASIIMX B PaMKH MpEeAbLIyIIEH
crynenu (4,0 6amioB).

6.0 - Ectp HE0OXOIMMOCTh NEPUOAMYECKON WIM OJHOCTOPOHHEH MOAIEPKKU (TPOCTh,
KOCTBLUIH), 4T00BI mpoiitu okono 100 M ¢ ornbixom minu 6e3. OOBIYHO codeTaHue HApyIIeHUH 3
ypOBHS U BhIlIE Ooiiee, ueM B AByx OC.

6.5 - Xoap0a ¢ MOCTOSTHHOM JBYCTOPOHHEH MOAACPKKON (TPOCTh KOCTHUIH) 0KOJ0 20 M 6e3
otapixa. Kak nmpaBuio, coueranue HapyleHui 3 ypoBHs H Bbile O6ojee, uem B 1Byx OC.

7.0 - He moxer mpoiitu Oonmee 5 M, Jaxke C MOCTOpOHHEH momomibio. [lpukoBaH k
VHBAJIUJHON KOJSCKE, B KOTOPOUM MEPEABUTACTCA CaMOCTOSTENBHO. [l0BCEIHEBHASI AKTUBHOCTDH B
WHBaJIUIHOM KoJsicke 12 yacoB B JeHb. OOBIUHO KBUBAJICHTHO COYETAHUIO HAPYIIEHUH 4 YpOBHS U
Bbiie B Oonee, yeM onHoil DC. OueHb peako HapylleHUs 5 YPOBHS TOJNBKO B MHUPAMUIAHON
CUCTEME.

7.5 - MoxXeTr mpoWTH BCEro HECKOJbKO maroB. IlepemBuraercst TOJBbKO B HMHBAIMIHOU
KOJIsIcKe. MOXeT HY»KJ1aTbCsl B IOMOILHU NP NepeABUKEHUU. He MOKeT HaXOQuThCs B MHBAJIUAHOM
KOJISICKE B TeueHHe Bcero MHs. MokeT moTpedoBaThCs MHBAIUIHOE Kpeciao ¢ MoTopoM. OObIYHO
COOTBETCTBYET COUCTAHHIO HapyIIeHUH 4 ypoBHS U BhIIIE Ooliee, ueM B oiHOM DC.

8.0 - IlpukoBaH K KpOBaTH WM KPECIy, MOXET OBITh TPAHCIIOPTHPOBAH B WHBAIUIHON
Kosicke. MO)KeT HaxoAWTbCcS BHE TocTend Oonbinylo 4YacTe AHS. OcHOBHBbIE (YHKIIUU
CaMOOOCITY)KMBAaHUSA COXPaHEHbl. AKTHBHO TMOJNb3yeTcs pykamu. Kak mpaBuio, COOTBETCTBYET
coueTaHMIo HapylieHu# 4 ypoBHs B HecKoJIbkux OC.

8.5 - IlpukoBan K moOCTeTW OOJBIIYI0O YacTh JHA. B HEKOTOpOH CTENeHH MOXKET
nonb3oBatbess pykamu. CamooOcnyxuBaHue dYacTUYHOE. OOBIYHO SKBUBAJICHTHO COUYETAHUIO
HapyleHni 4 ypoBHs B Heckonbkux ®C.

9.0 - BecriomonIHbIi, MPUKOBaHHBIA K TMOCTENH OONBbHOW. MOXKET BCTynarh B KOHTAaKT U
ecTb. COOTBETCTBYET COUETaHHIO HapyleHui 4 ypoBHs B OonbiinHcTBE OC.

9.5 - [lonHOCTHIO OECTIOMOIIHBIN, TPUKOBAHHBIN K TIOCTENN 00JIbHONU. HeKkOHTakTeH uiu He
MOJKET ecTh/TaoTaTh. Hapymienus 4 ypoBHs mpakTiudecku Bo Bcex OC.

10.0 - CmepTh U3-3a pacCesTHHOTO CKIIEpOo3a.
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IIpunoxenue I'4. uddepeHunanbHas IMATHOCTHKA PACCEIHHOT0 CKJIEp03a U

OoPOM
TunuyHbie 4epThl OPOM PC
Jlemorpaduueckue Yame mo 10 ner, Her | Yame  mocie 10  ner,
XapaKTEPUCTUKU npeobaiaHus mosa npeobiasaHue JeBOYEK
[IpenmectByromee octpoe | Ouenb yacto (70%) He oGsi3arensHO

BUPYCHOE 3a00JIeBaHNE

OHuedanomnarus B ge0roTe O0s13aTeNBHO Penko
DNUIENTUYECKUE TPUCTYIIBI MoryT ObITh Penxo
Teuenue OnuH xIUHWYeCKHi 3mu30f, | OTnenpHBIE  AMU30ABI €

KJIMHAYECKasi KapTHHA MOXKET
BOJJTHOOOPa3HO HU3MEHSTHCS B
TeueHue 12 Hemenb

WHTEpBajgamMu OoJjiee 4 HeleIb

MPT-xapakTepucTuKH IBycTtoponnue oOmmpHble, | OYard  JOKaIM3yIOTCS B
WHOI'/Ia CIUBAIOIIMECS OYaru, | cepoM BBEILIECTBE u
MIEPUBEHTPUKYJISIPHBIE  OYaru | 0a3ajbHBIX FAHTIIUSX, YACTO- B
OTHOCUTEIIbHO peaKu, | MO30JUCTOM Tene u
ACUMIITOMHBIC odaru B | IEPUBEHTPUKYJISPHO;
0asaJbHBIX ~ TaHMMSIX (0 | HAKOIJIEHME  KOHTpacTta B
40%); mTouTM BCE€ OdYard | OTAENBHBIX  ouarax  Jmbo
HAaKaIuIMBalOT KOHTPACT OTCYTCTBYET

MPT B puaamuke (Gonee | Ouarm HACUYE3aI0T i | OOBIYHO BBISBISIOTCS HOBBIE

yeM yepes 3 mecsiia)

YMCHBIIAKOTCA B Pa3Mepe

oyaru

LHCXK [uto3 moxer ObiTh Oonee | IlmeommrTo3 kpaifHe pemok —
50  kJeTrok,  yBeJWYEHHUE | Uucio KiIeTok MeHee 50,
KOHIICHTpanuu Oenka HOpMaJlbHasi ~ KOHIICHTPALUs
Oenka
OnuroxnoHanbHbIE HexapakrepHo YacTo, MOCTOSIHHO
aHTHUTeNa

OtBer Ha CTCPONIbI

Yarie 6aronpusiTHbIN

biaronpusTHeIN
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Ipuiaoxkenue 1. PaciingpoBka npumMmeyaHui.

... K — JICKapCTBEHHBIN Tpernapar, BXoAsamui B [lepedeHb sKM3HEHHO HEOOXOIMMBIX U BOKHEHIIIHX
JIEKapCTBEHHBIX IIpenapaToB s MeAULMHCKoro npuMeHeHuss Ha 2016 rox (Pacmopspkenue
[TpaButenscTBa PD 0T 26.12.2015 N 2724-p)

. BK — JIGKapCTBEHHBIM mpenapar, BXoadmuid B [lepedeHb Ne€KapCTBEHHBIX MpENapaToB s
MEAMIMHCKOTO NPUMEHEHHUs, B TOM YHUCIIE JIEKApCTBEHHBIX IIPENaparoB s MEIULUHCKOIO
NPUMEHEHHS, Ha3HAYaeMbIX [0 PEIICHHIO BpayeOHBIX KOMHUCCHA MEAMLIMHCKUX OpraHu3aluil
(Pacnopspxenue [IpaBurensctBa PO ot 26.12.2015 N 2724-p)

... TH — npenapatsl u3 nepeuns 7 Ho3osoruit (Pacnopspkenue [IpaButensctBa PO ot 26.12.2015 N

2724-p)
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