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Llenb xypHana — nybnukaums coBpeMeHHoW MHdopmaummu o npobnemax
W BOCTUKEHUAX B 06/1aCTU HEBPOJIOTUM LETCKOTO BO3pacTa.

B »ypHane Bbl HaliaeTe MaTepuansbl, NOCBALWEHHbIE COBPEMEHHBIM METOAM
AVNArHOCTUKM U NEeYeHUs WIMPOKOro cnekTpa 3aboneBaHnit HEpBHOM CUCTe-
Mbl y fieTeit (B TOM YMCNe COBPEMEHHbBIM JOCTUXEHUAM B 06nacTh anunen-
TONOTUM), OPUrMHANBHbIE U 0030PHbIE CTaTb, OCBeLaloL e 0CO6eHHOCTH
KnaccuduKkaLmm, Ho3010rMYeckyto cneynduUYHOCTb pasanyHbiX hopm anu-
NEencun u TepaneBTMYecKUe NOAXOAbl (AaHTUINUNENTUYECKas NeKapCcTBeH-
Has Tepanus, Npexupypruyeckas [MarHocTuKa U XMpYpruyeckoe neyeHue
3NUNENCUN), a TAKXKE ONMUCAHUSA CIyYaeB PefKMUX M aTUNNYHO NPOTEKAIOLLMX
HEeBPONOrMYeckux 3abonesaHui.
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K 65-netuto KoHctaHTuHa lOpbeBnya MyxuHa
Bknap B pa3sutue anunentonoruun B Poccum

On the 65" anniversary of Konstantin Yuryevich Mukhin. Contribution to the development
of epileptology in Russia

BBepeHue

IMpodeccop K. FO. MyxuH — BbIIAIOLIMIACS POCCUI-
CKUIi HEBPOJIOT, KIIMHULIMCT U TIEAaror, Ybsl Ipodheccro-
HaJIbHasl eATeIbHOCTh OKa3ajla CYIlIeCTBEHHOE BIMSIHKE
Ha pa3BUTUE OTEUYECTBEHHON SMUICTITOIOTUN, KITMHUYE-
CKOI HEBPOJIOTUM M MEIMIIMHCKOro obpa3oBaHus. Ero
HacJieaue MPOsIBUIOCHh OMHOBPEMEHHO B HECKOJIBKHX B3a-
MMOCBSI3aHHBIX HaIIPaBJICHMSIX: MEeIaroruke, HayqIHOM
paboTe, KIIMHUYECKO MpaKTHUKe, M31aTeIbCKOM IesTe b
HOCTH, B chepe OpraHM3aluyd MEIUIIMHCKON ITOMOIIKN
M MEXIYHapOIHOI'O HayYHOTO COTPYIHNYECTBA.

Yuutennb

«Bcnomunas me onu, s 0ymaro, umo Kaxcoblil U3 Hac uc-
notmoieaem 2Ay00KyH 04a200apHOCMb HAUEMY YUUMENt0;
He MOoAbKO 3a eco0 MAAaHm pyKogooumens, Ho U, npexicoe
6ce20, 3a MOM UCKAOUUMEAbHbLI NPUMep, KOMOPbLIL Mbl U~
deau 6 Hem...» DTU clioBa akagemMuka MBana IlerpoBuya
[TaBiioBa, BepOsATHO, CKa3aHHBIC UM B aJIpeC €ro YIMTEIs

KoHcTaHTuH HOpbeBuy MyxuH
(25.05.1961-13.01.2025) — LOKTOP MEAULMHCKNX
HayK, npodeccop, pykoBogutens 06beguHeHNS
MeANLMHCKNUX yupexaeHun um. Ceatutens Jlyku,
AENCTBUTENbHBIN YneH BcemnpHom accounaumm
AETCKUX HEBPONOroB U 3KcnepT EBponenckoi
aKafieMun anunencuu, YneH npesmguyma
Poccuitckon npoTMBO3INMAENTUYECKON ANUTK.

WM BBIIAIOIIETOCS HacTaBHUKA (Y4acTO CBSI3BIBAIOTCS
¢ BocmOMHWHaHMAMU o Tipodeccope M.D. Ilmnone
i .M. CeueHoBe), Haubosiee TOYHO TOAXOAAT K Ha-
eMy BocnoMmrHaHuio o Koncrantuxe KOpweBrue Myxu-
He, KOTOPBIiA MPEXIIE BCETO ObLT CAMBIM BaKHBIM YUUTEIEM
(TaaHTIMBBIM IIpEIToaBaTesieM, OJICCTSIIMM JIEKTOPOM)
B XKM3HU Kaxaoro u3 Hac. Ero memarornyeckast nesiTeiib-
HOCTb OTJIMYAJIach PEAKMM COYETAaHUEM aKaleMUYECKOM
CTPOTOCTH, KIIMHUYECKOM TIIyOMHBI U IMYHOTO HACTABHU -
YecTBa.

Bpewms yuurenbckoro cinyxxeHust Koncrantun FOpbe-
BMY HEC BCIO CBOIO MPO(ECCUOHAIBHYIO KU3Hb, TTI03TOMY
CIIpaBeIMBO OYIET B IIEPBYIO O4epelb OTMETUTh €TI0 Ta-
JIaHTBI JIeKTopa U mnpenonaparesis. OH caM TTOCTOSIHHO
YUYUJICST, COBEPIICHCTBOBAJI CBOU 3HAHMS, CTPEMUIICS Y3-
HaTbh CaMyl0 HOBYIO U aKTyaJbHYI0 HAyYHY0 UH(hOPMALIUIO
M3 TIEPBOMCTOYHUKOB (YTO TPeOOBAJIO COBEPIICHHOIO
3HAHUST AaHIVIMMCKOTO M HEMEIIKOTO SI3bIKOB, HABBIKOB YCT-
HOT'O ¥ MMCBMEHHOTO TIepeBo/Ia — IJIST aHAJIM3a 3apy0esKHOM
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HAayYHOM JIMTEPaTyphl, a TAKKE HEOOBIKHOBEHHOM TPYIO-
CITOCOOHOCTU M COBEPILIEHHOM opraHu3anuu tpyna). OH
CHCTEMaTU3MPOBAJl CaMble HOBBIE M aKTYyaJIbHbIC TaHHBIC
U TIPEJCTABIISUT UX B IPKOM, JOCTYITHO# (hopMe, TIOHSIT-
HOI M MHTEPECHOM JIJIs1 JTI000i1 ayIuTOPUU CIIyIIaTelIeii.
Bbnaronapst cMJIbHOM Xapu3Me U SIPKOU JTUYHOCTHU yde-
HOTO Kaxaas ero JeKIHUs, Kaxaoe yueOHoe 3aHsATHe
OBbUIM YHUKAJIBHBIMKM M HEITOBTOPUMBIMU. [1pu 3TOM Ha
MPOTSKEHUM BCE MHOTOJIETHE pabOTHI IMpernoaaBaTe-
JIeM, JIEKTOPOM OH HUKOTJa He MOBTOPSLI OMHY U TY XKe
JIEKIUIO ABaxabl. K Kaxkmoil TeKIuu, K KaxkJI0My 3aHsI-
THIO (KaK CO CTYACHTaMU, TaK U C BpayaMM, He3aBUCH -
MO OT TOTO, IPUCYTCTBOBAJIM Ha €ro JIEKIIMU 160 1mpa-
KTUYECKOM 3aHSITUM M3BECTHBIC YYECHBIE WMJIU XK€
MPOCThIE BpauM-OPAUHATOPHI) OH TOTOBWIICS, 1OOABIISIS
caMylIo MOCJIETHIOI0 HayYHYI0 MH(GOPMAIIMIO, HOBBIE SIp-
KH€ MpUMephl, HCOOBIYHbIC U YAUBUTEIbHBIC aKIICHTHI,
nimoctpauuu. Ero yuedbHas pabora Obljia HelpepbiB-
HBIM TBOPYECKMM IIPOIIeCCOM. MHOTHUE Bpayu CTapaiiCh
MHOT'OKPAaTHO MPOCIYIIATh OTHU U T Xe JICKIIUU IPO-
(eccopa MyxuHa, Tak KaK 3HaJIM, YTO HU OJHA U3 JIEK-
LIMI1 HEe TOBTOPSIET MPEabIAYIIYIO.

Ero riny6okuii THTepec K MperonaBaeMoMy IpeIMeTy
BIOXHOBJISUI CJyllIaTejeil M yYeHUKOB HE3aBUCUMO
OT UX BO3pacTa, podecCUOHANIBHOIO U HAyYHOTO CTaTyca.
MHor1e n3BeCTHhIE B HACTOSIIIIEE BPEMSI Bpaur-HEBPOJIO-
I'W, SIWICTITOJIOTM PACCKa3bIBaJIU O TOM, YTO, TIPOCIYIIIaB
JIMLIB ONHY JIeKIIUIo mpodeccopa MyxuHa (MHOTIa oKa-
3aBIIMCH HA TOM JICKIIMU CIYJ9aiiHO), OHU B NaJbHEHIIIEM
MPVHSUIM pellleHrue o BbIOope Mpodeccuu HeBpoJiora,
SMWIENTONOra (B HEKOTOPBIX 3TUX CIIydyasix Bpad MEHSIT
paHee MOJIYYECHHYIO CIIeMaJIM3allMio M CTAHOBUJICS JCT-
CKHMM HEBPOJIOTOM, CITEIIMAJIMCTOM B 00JIACTH JICUCHUS
snuiencuu). IlpuunHoi ObUIO OrPOMHOE BIleUaTeHUeE,
KOTOPOE MPOM3BOIUIIO JII0O0E YUeOHOE 3aHATUE, BHICTY-
meHue, Jekimst KoncrantuHa FOpbeBrua MyxuHa, — OHU
BBI3BIBAJIM OOJIBIIION MHTEPEC, KeJIaHKe KaK MOXKHO TTy0-
Ke M3YYWTh paccMaTpuBaeMblii Bompoc. M3BecTHO,
YTO 1IeJIb IIPENOIaBaTeIsl COCTOUT HE B TOM, YTOOBI TTOJI-
HOCTBIO OCBETHTh KaKOW-JIMOO0 M3ydaeMbIil aCIIEKT ITpe-
MeTa, a B TOM, YTOOBI IPOOYIUTh Y CIIyIIaTeIei TaKoi
HMHTEpeC K JTaHHOMY MPEAMETY, KOTOPBIM ITOCTYKUT MOTH -
BallMell K MajJbHEUIIIEMY CaMOCTOSITEIbHOMY M3y4eHUIO.
KoncranTuH FOpbeBUY yMen 3axkeub B KaXKIOM CIIyIIaTe-
JIe TaKyI0 UCKPY MHTepeca, YTO MOTUBALIMY K AaJIbHEMIIIe-
My U3y4eHUIO HEBPOJIOTUM U paboTe B JaHHOM cdepe XBa-
TaJO Ha BCIO MpodeccuoHalIbHYIO XU3Hb. B pesynbrare
BCTpeYa ¢ yuuTeJieM oIpenesisiia JajbHelnee mpodeccu-
OHaJbHOE HamnpasieHue. Kaxaplii 3 Hac — Bpayeil-amnu-
JIETITOJIOTOB, HEBPOJIOTOB, KoJuler mpodeccopa MyxuHa —
MOXET CKa3aTb Tak o0 cebe. Ho To e paccka3bIBaiOT
¥ MHOTOYMCJIEHHBIC Bpauu M3 pa3HbIX roponoB Poccun
U CTpaH OJVKHETO 3apy0eXbsi — MHOTME COTHHM CIIelra-
JINCTOB-3IUJICIITOJIOTOB CYUTAIOT Ce0sl ydeHUKAMM IIPO-

1

¢eccopa MyxuHa 1 00s13aHbBI €My BEIOOPOM CBOEi Tpo-
deccun.

B 1984 r. KoncrantuH KOpbeBUY OKOHUYMJI C OTJIMYM -
eM 2-ii MockoBckuii opaeHa JleHrnHa rocyaapCTBEHHBIM
MenuHCKui nHCTUTYT MM. H. . Tluporosa, aB 1986 . —
KJIMHUYECKYIO OpAMHATYpY IT0 HEBPOJOTUM Ha Kadempe
noa pykoBoacTBoM akagemuka JI.O. bagansinHa. ITocne
4-nerHeii (1986—1990 rr.) paboThI B IPaKTUIESCKOM 3/1pa-
BOOXPAaHEHUM 3aBEAYIOLIUM JETCKMM HEBPOJIOTMYECKUM
OT/IEJICHMEM M TIOCIIe 3aIIUThl KAaHIMAATCKOM TUCCepTaliu
KoHcrantun FOpbeBuY BepHYJICS Ha 3Ty Xe Kadenpy
Ha MHOTMe roabl. Havan paGoraTh IpenonaBateieM Me-
TUIMHCKOTO MHCTUTYTa ¢ ceHTsA0ps 1990 . B 1Oo/IKHOCTU
acCcHCTeHTa Kadeapbl HEPBHBIX 0OJIe3HEl MeauaTpuye-
cKkoro (axkyiabreTa ¢ KypcOM MEIUIIMHCKON TeHETUKU
2-ro MockoBckoro opjaeHa JIeHMHa TocynapCTBEHHOTO
MenuuuHckoro nHctutyta uM. M. H. IMuporoga. [1poxoi-
XKan paboTy Ha 3Toi ke Kadeape mo 2010 r. 3a maHHBIH
TMIEPHOJ €T0 NOJDKHOCTh Y 3BaHME MEHSUIMCh OT aCCHCTEHTA
(c 1990 1) k monieHTy (¢ 1996 .) 1 mpocpeccopy (¢ 1999 r);
MHOTOKPaTHO MEHSIJIOCh KaK Ha3BaHMe Kahephl, TaK 1 Ha-
3BaHue uHcTuTyTa. B dheBpane 1999 r. K. }O. MyxuH cran
PYKOBOAMTEJIEM BHOBb CO3IaHHOIO Kypca (hakyyibreTa
ycoBepiieHcTBoBaHMsI Bpadeil (DY B) no nmerckoit HeBpo-
JIOTUM TIpY Kadenpe HeBPOJIOTMU U HEUPOXUPYPTUU TIe-
nuatpuyeckoro dakyasrera. B deppane 1992 r. 2-it Moc-
KOBCKMi1 oprieHa JIeHHa rocy1apCTBEHHBIA METUITMHCKMIA
uHctutyT uM. H. . TTuporosa 6bL1 mpeoopa3oBaH B Poc-
CUMCKUI TOCYyIapCTBEHHBIA MEIUIIMHCKUI YHUBEPCUTET,
kotopslit B 2000 r. 6611 IepermeHoBaH B 'OY BITO «Poc-
CUIMCKUIA TOCYTapCTBEHHBIN MEAUIIMHCKUI YHUBEPCUTET>
Mun3zapasa Poccun. B 1999 1. kadenpa Obl1a nepenme-
HOBaHa B Kadeapy HEpBHbIX 00JIe3HEl C KypCOM JETCKOM
Hesposorun @Y B, B 2002 . — B Kadenpy HEpBHBIX 00JIe3-
Hell meauaTpuyeckoro (pakyasTeTa ¢ KypcoM JETCKOM He-
pponornu ®YB, B 2004 . — B Kadeapy HEpBHBIX OOJIe3HE
MeaMaTpUIECKOro (pakyabreTa ¢ KypcoM JIETCKOM HEBPO-
jgorun PYB u kypcom smuentonoruun ®YB. C 2010
no 2011 r. mpodeccop Bo3raBisiia Kaheapy HEBPOJIOTUU
u snenTojoruu @Y B Poccuiickoro rocyiapcTBeHHOTO
MEIUIIMHCKOTO YHUBepcuTeTa. HecMoTps Ha MHOTOKpaT-
Hble U3MEHEHUST Ha3BaHUI YIPEKIeHUST, HEU3MEHHBIMU
OCTaBAJIMCh SIPKUIA MPEIIOAaBATEILCKUI TaJlaHT TIpodec-
copa U €ro MpelaHHOCTh CBOEMY BaXKHOMY CIIY>KEHMIO —
00yYeHHUIO CTYIEHTOB U Bpaueii. [locie peopraHuzanuu
Kadeapsl B 2010 . ®YB 661 pachopMUpOBaH, OTHAKO
C 3TOro BpeMeHHU npodeccopoM MyXMHBIM ObUTH CO3IaHbI
aBTOpCKHUE yueOHble Kypchl. M 10 KOHIIa )KU3HU OH 00y4a
CTYIEHTOB, Bpayeil, KypcaHToB 1o Bceit Poccun. O0yueHune
KYPCaHTOB ITIepBOHAYAIBHO MPOBOAMIOCH B «JlepeBIHHOM
JIoMe» (TaK Ha3bIBaJIM 3TO 3JaHHUE, B KOTOPOM pacIioja-
rajicss MHCTUTYT NETCKOM HEBPOJOTMU M SIUJICIICUU
B [1yuxkoBo 10 2019 1), a B 2019 1. B pamkax O0beIUHEHUS
MEIULIMHCKUX yuypexaeHuit um. Cegarurens JIyku ObLI1o
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Boicmynaenue npogeccopa K. FO. Myxuna na konghepernyuu Hncmu-
myma demckoii Hegpoaoeuu u snusencuu um. Cesmumens Jlyku
6 Mockee (2006)

OTKPBITO OTAEJeHME, Cleluaau3upymolieecs Ha obpa-
30BaTeJIbHOM AeATeNbHOCTU B chepe MeauuuHbl, — O0-
pa3oBaTeIbHBI LIEHTP MEIULMHCKUX YYPeXKIeHUM
uM. Cearutens Jlyku. B pamkax O6pa3oBaTeibHOIO LIeH-
Tpa MEIMLMHCKUX yupexaeHuil uMm. Ceatutens Jlyku
MPOJOJIKAIOTCS MHOTOJIETHUE TPAAUIIUK 00pa3oBaTeIbHOMN
TIIeITeIBHOCTH, KOTOpbIe OepyT Havajo ¢ co3ganus OYB
Ha Kadenpe HepBHbIX OoJsie3Helt Poccuiickoro rocymapct-
BEHHOr0 MEIMIIMHCKOIo YHUBepcuTteTa oosiee 20 jieT Ha-
3an. B HacTosee BpeMst IPOBOISTCS KYPChl TeMaTHUIECKO-
T'O YCOBEPIICHCTBOBAHMSI T10 SIWJICTITOJIOTUU, KTMHUYECKOMN
9JIeKTpo3HIIeaTorpacur ¢ OCHOBaMM BUIEO3JIEKTPOIH-
nedanorpaduyeckoro MoHutopuHra (BOM), ceptugduka-
LIMOHHBIM KypcC 10 HEBPOJIOTMY, MHOTOUMC/IEHHbIE KOH(De-
peHLuu, BeOuHapbl. Bce maHHbIe yyeOHbIe KypChl ObUIN
OpraHu30BaHbl, pa3pab0TaHbl, MHOTOKPATHO IePeCMOTpe-
HBI U TOTMOJIHEHBI podeccopoM MyxruHbIM. KoHCTaHTUH
FOpneBuu BeicTynan ¢ nokiaanamu B Poccun, ctpanax CHIT
U 3a pyOekoM, YMTaJI JIEKLIUM IO Pa3HbIM pa3jiesiaM HeBpO-
JIOTUY MPaKTUIECKUM BpayaM 1 HayJdHbIM HCCIICIOBATEISIM.
bnaromaps ero ycwinsiM O60JbIIMHCTBO AETCKUX SITUJIETI-
TosoroB Poccuu u ctpan CHI npoliiy odydyeHue Ha Kyp-
cax, KOTOpbIe OH OpraHU30BaJ U KypupOBal.

OTaeabHO XOTeJ0Ch Obl OTMETUTD, YTO MEPBLIM yueo-
HBIM ITPOEKTOM Tpodeccopa MyxuHa ObLUT CTyAeHUYECKUI
HayuHbIi KpyxKok (CHK). K.}O. MyxuH kypuposan CHK
¢ 1987 mo 2010 . (emie 10 Ha3HAYEHUS HA TOJKHOCTD ac-
CHCTeHTa Kadeaphl U B TeUEHHUE BCEro mepuona padoThl
Ha Kadeape HEBPOJIOIrMY MEAUITMHCKOTO MHCTUTYTA). Kpy-
JKOK 10 HEBPOJIOTMH OBbLIT CaMbIM IOCEIIaeMbIM B YHUBEP-
curteTre. 3aHATUS KpY>XKKa ObLTM HACTOJIBKO SIPKUMU 1 MH-
tepecHbIMU, yTo CHK npyrux xadenp u HanpasiaeHui
HE MOTJIM C HUM CPaBHUTLCS. 3aHSATUS KPYKKa ObLIA Ha-
CTOSIIIEH «IITKOJION KU3HU», YHUKATbHOW Y4eOHO, Hayy-
HO¥ cpeaoii, MO3BOoJIsIOLIEeH OyaylIUM BpayaM U YYeHbIM

1

MPUOOPECTH HABBIKM, HEOOXOMUMBIC B MX HaJTbHEUIIEH
Hay4dHoIi padote. KpyKoK (paKTUUeCKU CTaJl UHTEJIJICKTY-
aJlbHOW M HAy4YHOI IIKOJ0M, c(hOpMUPOBABIIEH 1ie0e
MOKOJIEHHUE CIIeIaanucToB. I3 BoclIOMMHAHMI y9acTHU -
KOB KpyXKa: «Imo 0bi10 OypHOe U HecmabuibHoe 8pemsi
6 NOAUMUYECKOU JCU3HU Haulell cCmpanbl, Koeda nepuod 3a-
CMOSI CMEHUACSL NepecmpoliKoll; USMEHEHUs. He MO2AU He 3a-
mponymo u uncmumym... Oonaxo CHK no demckoii nepo-
A02UU OMAUMANCS Heu3MeHHOU cmabuavHocmoio. Umenno
oaaeodaps K. 10. Myxuny, cymesuiemy npocmo u NOHAMHO
0085CHUMb O0OHY U3 CAMbIX CAOMNCHBIX MEOUUUHCKUX OUCUU-
NAUH — 0emcKYr Hespoaoeurd, MHo2Uue CmyOeHmbl 8 0anb-
HelluieM 8b10panu npogeccuro Heepoaoea. 3acedanus Kpyic-
Ka eKkaiouaiu meopemuueckue 00KAAObl U KAUHUYECKUE
pa3zoopui. Bo epems kaunuueckux pazoopoe cmyoeHmol yuu-
AUCH dSMUKe U 0eOHMOA02UU NPU 00UeHUU ¢ NAUUeHMaMU
U UX poOUmMeNsiMu, AHAAU3UPOBANU UCMOPUY O0AE3HU, U3Y4a-
AU OONOAHUMENbHYIO AUMEPAMYpPY, NOCEAUCHHYIO He8POA0-
euueckum 3aboneeanuim. B konuye 80-x eodoé cmydenmoi
euje He MO2AU NOAL308AMbCS. UHIMEPHEMOM, HOUCK HAYYHOUL
aumepamypeul 6bi1 Henpocm (mpe606an 0AUMenbHOU U mex-
HU"eCKU CAOINCHOU pabombl 8 CHeYUANUUPOBAHHBIX OUOAUO-
mekax). Bo epems meopemuueckux 0okaadoe cmydenmobl
KPYIHCKQ YHUAUCH 8bICMYNAmb neped ayoumopueil, npaguib-
HO eoeopumb U npezeHmosams Hayynyio pabomy. Ilepuod
kypayuu CHK doyenmom, a 3amem u npogheccopom K. 1O. My-
XUHbIM COBNAA C MEXHUMECKOU pesoayueil — NOCMeneHHO
yuwiau 6 npouioe 00KAadbl, KOMOpble HUMAAU C AUCMA
unu npoeyuposau ¢ naenku. Cmyoenmot CHK no demckoii
Hespoaoeuu c030a8anu CulbHellulUe HAYHHble NPEe3eHMAUULL.
Bce doknadet Kpysckosyes omauuatiuco HaAy4HOU HOBU3HOI,
MBopUecKUM nOOX000M U GbICOKUM KAYECMBEOM UCHOAHEHUSL.
Jlokaadel 6bLau nocesueHbl He MOAbKO OMOeAbHbIM HO300-
eueckum Gopmam u MeOUUUHCKUM RPOOAEMAM, HO U HCUSHU
U MeopUecmey GeAUKUX YHeHbiX U desmenell UCKYCCMBA

" CTVAENYECK]

BONESHEW NEAWATPHYECKOTO ﬂnlﬂl.ﬂb'l’

HIVYHBIA KPVION IWEROI-I HEPEHLIX
FI'M:

Cmydenueckuil HayuHblll KPYICOK Kaghedpvl 0emcKoil Heepoaoeuu
Poccuiickoeo eocyoapcmeerH020 MeOUUUHCK020 YHUGePCUMema
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Kpyackosuywt 6 Poccuiickoii demckoil kaunuueckoii boavruye (2015 e2.)

(makux kak A.A. Koxucesnuxos, @peiid, Ban Toe u mrozue
dpyeue). Ha 3acedanuu kpyxcka eceeda yapusa akademuye-
cKas ammocgepa, yemy Hemano cnocoocmeo8ant UHMenNu-
2EHMHOCMb U 3PYOUPOBAHHOCMb KYypamopa Kpyuckd.
Ilpu smom cmydenmuol 6bLau 04eHb OPYICHbL MeHcOy cO00il».

Jna OGonpIIMHCTBA M3 Hac, KoJuler mpodeccopa
K.}O. MyxuHa, nepBoe 3HaKOMCTBO C 3TUM BbIJAIOLIUM-
Csl ISKTOPOM M YYSHBIM IIPOU3OIILIO Ha 3aHITUU KPYyKKa
(Korma MBI OBITM CTyIeHTaMu 3—6-To Kypca). I mMeHHO
5Ta BCTpeya oIpeesivia Hall TpodecCroHaIbHbBINA BHIOOD
U B 1IeJIOM Hallly JaJbHEHIIYIO XKU3Hb.

VyeHbIi

Koncrantun HOpbeBuu MyxuH — BeaylIuii IeTCKUNA
SMWIENITOJIOT U OAWH U3 OCHOBOIIOJOXXHUKOB COBPEMEH -
HoI neTcKol anuientojoruu B Poccun. OH ObLT MeXIy-
HapOJIHO MTPU3HAHHBIM 3KCIIEPTOM B 00JIaCTH TUAarHOCTH -
KU 1 JICYCHUST SIIICTICU M.

OcHoOBHBIMM HarpaBiieHUsIMU paboTel K. 0. MyxuHa
ObUIM TUArHOCTUKA U JICUYCHUE SMIICTICUM Y JeTei, KITMHU -
yeckas anekTposHuedanorpadus. B 1990 r. K.JO. Myxun
3alUTUII KAHIUAATCKYIO THUCCepTaluio mo Teme «M3me-
HeHMe (YHKIIMOHAJIBLHOTO COCTOSIHUSI THITOGH3apHO-
TECTUKYJISIPHOI CUCTEMBI MPU SMUJENCcumn», a B 1997 r. —
JMIOKTOPCKYIO JvccepTaluio Mo teMe «Mauonarudyeckue
reHepaan30BaHHbIe (DOPMBI SMMJICTICUM: AUATHOCTHKA
U Tepanusi». B TeueHre MHorux jiet npogeccop MyxuH
MPOIOJIKAJI HayYHbIC MCCACIOBAaHMS 110 TTPOOJIeMe SIIH -
nericun. KoncrantrH KOpbheBrY BIIepBBIE OIMCANI COBMEC-
THO CO CBOMMU KOJUIETaMU PsIIl HOBBIX OPUTUHAIBHBIX
CHHIPOMOB B 3IUJICNITOJIOTUH: UAMONATHYECKYIO (TeHe-
TUYECKYI0) (POKATbHYIO SIWICIICUIO C TICEBAOTeHEPaI-

Ipogheccop K. IO. Myxun ¢ omoenenuu udeosreKkmposnuedharo-
epaguueckoeo monumopunea ¢ Hncmumyme demckoii Heepoao2uu
u snunencuu um. Ceamumens Jlyxu (Ilyuxoso)

30BaHHBIMU TIpUCTYyNaMu (TIepBOE ONMCAaHKME B HAyYHOM
JIMTepaType OIyOJMKOBaHO IpodeccopoM MyXMHBIM
B 2010 1.) 1 (hoKaNbHYIO SMUJIETICUIO IETCTBA CO CTPYKTYP-
HBIMU M3MEHEHUSIMU B MO3T¢ U J0OPOKauYeCTBEHHBIMHU
snIenTU(OOPMHBIMM MATTEPHAMM Ha 3JIEKTpoHIIeda-
JnorpaMmme (repBoe onucaHue npeactasieHo K.1O. My-
xuHbIM B 2010 1), KoTOphie ObLIM MpU3HaHbI B Poccun
1 3a pyoexoM. OH AeTaau3upoBall KOHIEIIINIO O POJIH
BPOXIEHHOTO HapyIIEHUs IIPOLIECCOB CO3PEBAHUSI MO3Ta
B Pa3BUTUM MIAMOMATUYECKUX (POKAIBHBIX SMUIICTICUIA


http://ru.wikipedia.org/wiki/%D0%AD%D0%BB%D0%B5%D0%BA%D1%82%D1%80%D0%BE%D1%8D%D0%BD%D1%86%D0%B5%D1%84%D0%B0%D0%BB%D0%BE%D0%B3%D1%80%D0%B0%D1%84%D0%B8%D1%8F
https://ru.wikipedia.org/wiki/%D0%9C%D0%BE%D0%B7%D0%B3
https://ru.wikipedia.org/wiki/%D0%A4%D0%BE%D0%BA%D0%B0%D0%BB%D1%8C%D0%BD%D1%8B%D0%B9_%D0%BF%D1%80%D0%B8%D1%81%D1%82%D1%83%D0%BF

PYCCKUN
XYPHAN

IETCKOM

HEBPOAOI'MI

Ilepsuviii sudeoanekmposnyegpanoepaguyeckuii monumopune 6 Poc-
cuu (lemckas ncuxuampuueckas 6oasHuya No 6 (Mockea), 1996 ¢.)

Obcyancderue pe3yavmamos npexupypeuHeckoeo 00cae008aHus ¢ npo-
gheccopom Xancom Xonvmxayszenom 6 Schon Klinik Vogtareuth (Iep-
Mauus)

W SMUJIENITUYECKMX 3HIedanonatuii y aereit. [lepBoiM
U3 POCCUMCKUX Bpayeil mpodeccop MyxuH omnucan
W M3y41JT KATETOPUIO MAIIUEHTOB C KOTHUTUBHOM SITVJICITH -
(bopMHOIi Ie3nHTErpaLeil — MaTOJIOTMYECKIM COCTOSTHUCM,
IPY KOTOPOM SIUICHTH(GOPMHAST aKTUBHOCTb OKa3bIBAaeT
HEraTMBHOE BO3MIECTBHE HAa KOTHUTHBHBIC (DYHKIK peOeH-
Ka JIake B OTCYTCTBUE AMWICHTUYECCKUX ITPUCTYIIOB.

ITpodeccop K.}O. MyxuH cTOSI1 y UICTOKOB pa3BUTUS
COBPEMEHHOI1 3JIeKTpo3HIIe(atorpachuIecKoil 11uarHo-
CTUKM 3MUJIETICUM B Hallleil ctpaHe — BOM B KiimHu4ue-
CKOI TpaKTUKE, «30JI0TOr0 CTaHAapTa» B IMArHOCTHKE
SIWIETICUM. DTOT METOJ OTKPBLI IIPUHIUITHATLHO HOBbIC
BO3MOXXHOCTH JUISI TOYHOM TUATHOCTUKY SMIETITHUECKUX
MPUCTYNOB, nUdGEPeHIIMATLHON TMAaTHOCTUKM MapOK-
CHU3MaJIbHBIX COCTOSTHUIM 1 pa3pabOoTKY MHIUBUILYIU3M -
POBaHHBIX CTPATETUIA JICUCHMSI.

B 1996 . B leTcKoii icuxuaTpudeckoit 6oapHuLIE N 6
(ceityac 3To HayyHO-TIpakKTUYECKUiA IEHTP IMTCUXUIECKO-

1

ro 310poBbsl AeTeill u nmoapoctkoB uM. I.E. CyxapeBoii)
OBLJIO YCTaHOBJIEHO mepBoe B Poccuu obGopymoBaHue
1711 BOM, B paboTe KOToporo MpuHMUMaI HeMOCPeACTBEH-
Hoe yyactue K.FO. Myxun. B 1996—1997 rt. K.}O. MyxuHn
coBMecTHO ¢ mpodeccopoM A.C. [1eTpyxuHbIM, TOLIEHTOM
JI.IO. T'nyxoBoii u coTpynHuKamu JleTcKoit ncuxuaTpuye-
ckoit 6ompHULIBI Ne 6 mepBbIMU B Poccnu BHenpuu BOM
B AMarHoCTUKYy snuiercuu. Ero rirybokue 3HaHUS 2J1eK-
TposHIlledanorpadhuu U CEMUOJIOTUU TTPUCTYIIOB, YHU-
KaJIbHBIH OIBIT U yMEHHE O0BEMHO aHaJIM3UPOBATh ITIOMO-
rajyu TMpaBUJIbHO OIEHMBaTb, WHTEPIPETHUPOBATH
pe3yJabTaThl TOrAa elle HOBOrO METOAa AMarHOCTUKHU.
B nauvane 2000-x romoB KoncrantuH FOpbeBrY yyacTBOBaI
BO BHEJIPEHUM TEePBOIi OTeYeCTBEHHOM cucTteMbl BOM —
KaK CTallMOHAPHOM, TaK 1 aMOyIaTopHO# («DHuUedanaH»,
00O HITK® «Menykom MT/I») — B KTMHUYECKYIO TIpa-
KTUKY POCCUICKHUX HEBPOJIOTOB, SIWJICHTOJIOIOB, a TAKXe
cneuuanuctos ctpad CHIL

B nanbHeitmem coBmecTHO ¢ ripogeccopom A.C. Tle-
TPYXUHBIM, TolieHTOM B.A. YagaeBbIM U MeXXAyHApOAHBIM
SKCMEePTOM B 00JIACTH SMUJIEIITOJIOTMH, HEipOBU3yaIu3a-
IIMM U XUPYPTrUYECKOIo JeYEHUS IMUIENCUr XaHCOM
XonbrxaydeHoM (Iepmanus) npodeccop K.HO. Myxun
BIEpBble Hayal pa3BuUBaTh B Poccun coBpeMeHHbIe Me-
JKIYHApOJIHbIE METOIbI XUPYPTUU SMUICTICUM U TIPEXU-
PYPIUYECKOro oocie10BaHus MalueHTOB.

ITpodeccop K.FO. MyxuH aBasijica HaydHbIM PYKOBO-
nutenaeM 11 ucciaemoBaHUid, TOATOTOBIEHHBIX K 3allIUTE
Ha COMCKaHMe YYEHOM CTeNeH! KaHAMIaTa MEIUIIMHCKHIX
HayK, ¥ HAyYHbIM KOHCYJIBTAHTOM 2 paboT Ha COMCKaHue
YYEHOU CTeNeHU JOKTOpa MEIMIIMHCKUX HAyK IO CIIELIM-
AJTbHOCTH «HEBPOJIOTHST».

PesynbraTel HayYHBIX MCClIeAOBaHUi Mpodeccopa My-
X1Ha ObLIM oryoauKoBaHkbI (0osee 400 cTaTeii B BeayLLIUX
usganusx, 20 MoHorpaduii) B TOM 4ucie 3a pyoeskoM
1 MHOTOKpPAaTHO MpeacTaBIeHbl HAyYHOMY COOOIIECTBY
B (hopMe BBICTYIUIEHMI (OH ObLI IIOCTOSIHHBIM Y4aCTHUKOM
BCEPOCCUNCKMX U MEXTYHapOIHBIX KOH(MEPEHIIUI o He-
BPOJIOTUM U STUJIETICUN).

Ero HayuyHas 1mkosia oT/iM4ajiach KIMHUYECKON OpU-
€HTUPOBAHHOCTHIO, cOueTaHUEM (DyHIAMEHTAIbHbIX 3HA-
HUI 1 TPaKTUYECKOI MEIUIIMHBI, a TAKXKE CTpEeMJICHUEM
BHEAPSITHh COBPEMEHHbIE TMArHOCTUYECKHME TEXHOJIOTUU
B ITOBCETHEBHYIO KIMHUYECKYIO ITPAKTUKY.

ABTOp M U3parenb

Hayunrbie Tpyasl npogeccopa K. 0. MyxuHa noay4u-
JI1 BCeMMPHOE TIPU3HAHME, a €ro BKJIa B pa3BUTHE DITH-
JIENITOJIOTMM HEBO3MOXKHO TiepeolieHUTh. OH ObLT aBTOPOM
U coaBTopoM 20 MoHorpaduii, BKIoUas atjiac 3JeKTpo-
KJIMHUYECKOM IMarHOCTUKHU SIMJICTICUU, (hyHIaMEHTaIb-
Hble MOHOTpaduu 10 AMUICITHYECKUM IHIIeDaTonaTusm
Ha PYCCKOM Y aHTJIMIICKOM sI3BbIKaX, a TAKXKe PYKOBOJCT-
BO JUISl Bpaueil «DMWIeNnTUYeCcKrue CUHAPOMBbl». KHura
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Jlapcmeennas Haonucy om agmopa

«DnuiienTu4ecKnue CUHAPOMBI. JIMarHocTuka M Tepa-
MUsi» — HacTOSIIIMI OecTcesiep, IMUMPOKO M3BECTHBIN
B cpele Bpadeli-amuienTtojoroB. KHura Bbeiaepxaia
5 uzpanuii: 1-e uzganue BoILLIO B cBeT B 2005 1, a mocnen-
Hee Ha JaHHBII MOMEHT, 5-¢ M3JaHue OMyOJIMKOBAaHO
B 2020 . 1 mepeusaaHo B 2025 1. Takzke OOJIBIIYIO 3HAYM -
MOCTb JUISI Bpaueil mMeeT 60rato WIIIOCTPUPOBAHHBIN
aTiac 3JIeKTPOKIMHUYCCKOM TUAarHOCTUKU SIUICTICHUM.
IlepBoe uznanue arnaca BoinyieHo B 2004 . 1 10 cux mop
COXpaHsIeT BBICOKYIO aKTyaJIbHOCTh M HE MMEET aHAJIOTOB
B OT€YECTBEHHOI JINTEpaType.

B nocnennue romwl xxuzHu npodeccop K.10. Myxun
3aBepIIWI padoTy Hajl 2-M U3AaHueM aTiaca («DNuIerncusl.
ATI1ac 3JIeKTPOKIMHUYECKON TUAarHOCTUKHU U Teparn»
B 2 ToMax, aBTopbl: K.}O. MyxuH, JI.1O. ItyxoBa, A.A. Xo-
JuH). OyHIaMeHTAIbHBII TPy BbILLIET B cBEeT B 2023—
2024 rr.: B nekabpe 2023 1. ObLT ONMyOJIMKOBaH 1-i1 TOM
u oceHblo 2024 1. — 2-11 TOM.

Koncrantun KOpbeBud MyxuH — aBTOp M COaBTOP
oosee 400 myoaUKALMiA B BEAYILIMX U3TAHUSIX, B TOM YUCTIe
3a pyoekKoM.

CoTHM YyYEeHHMKOB U TocjemoBaTesieil mpodeccopa
I10 BCel CTpaHe M3yday IUJICTITOJIOTHIO 10 €T0 JICKIIUSIM
U KHUTaM, €ro HayYyHble TPYAbl BHECIU OTPOMHBIN BKJIAJ
B pa3BUTHUE OTCYECTBEHHOM HEBPOJOTUU M SITMIICIITOJIO-
I'MH, a TAKXXe MUPOBOI HayKU B LICJIOM.

ITpodeccop K. KO. MyxuH ObLI 4ieHOM peaKOJIETUU
«XKypHana HeBpojioruu 1 ncuxuatpuu um. C.C. Kopca-
KOBa».

3HauuTtenbHbIM BKIagoM K.}O. MyxuHa B pa3Butue
MpoheCCHOHAIBHOTO MEAUIIMHCKOTO COOOIIECTBa CTAJIO
y4acTHe B CO3IaHUM CIICIIMaIM3MPOBAHHOTO HAyYHO-TIpa-
KTHU4eckoro «Pycckoro xypHalla 1eTCKO HEBPOJIOTUI»,
ocHoBaHHOTO B 2006 I. (cOBMeCTHO ¢ Tpodeccopom

1

A.C. IletpyxuHbIM). «Pycckuii XXypHas IeTCKOil HeBpO-
JIOTUM» — YHUKAJIbHOE HayYHOE U3JaHUE, MOCBSIICHHOE
JIETCKO HEBPOJOTUU U IMUJICIITOJOIMU, HE UMEIolee
aHaJIOTOB; BXOJAUT B MEPEeUEHb BEAYIIUX PELIEH3UPYeMbIX
HayYHBIX MIEPUOANYECCKUX U3TAHUI, PEKOMEHIOBAaHHBIX
Briciieii aTTecTallMOHHON KOMUCCHEH 1Sl TyOauKaluuu
OCHOBHBIX HayYHBIX pe3yJbTaTOB AUCCEpTalMii Ha co-
HWCKaHUE YYEHBIX CTeNeHell KaHauaaTa U JOKTOpa Hayk,
BKJIoYeH B HayuHyto anekTpoHHYy0 61bauoreky u Poc-
CUICKUI MHIEKC HayYHOTO IIUTUPOBAHUS, 3aperucTpu-
pOBaH B 6a3e TaHHBIX Scopus.

B atoMm romy «Pycckuii KypHail 1eTCKOI HEBPOJIOTUM»
otMeyvaeT 20-JIeTHUl 100UJIeH.

KypHan ctan BaxxHoI maaT@opmoii 1jis1 oOMeHa KJIU-
HUYECKMM OIBITOM, ITyOJIMKAIIMM HAyYHbBIX UCCAETOBAHMIA
U O0CYXIEeHUSI COBPEMEHHBIX MPO0JIeM SMUJICTOJOT I
U HeBpoJjioruu. OMHUM U3 KJIIOUEBBIX NTPEUMYIIIECTB U3-
JTaHUSI CTajla er0 OPUEHTALIUST Ha TPaKTUKYIOLIMX Bpayeid.

KypHai criocodcTBoBaj (hopMUPOBaAHUIO TTpodecch-
OHAJIBHOTO COOOIEeCTBA CIELIMATUCTOB, 3aHUMAIOIIMXCS
JIMarHOCTUKOM U JIeYEHUEM SMUJICTICUU, U CTaJl OCHOBHBIM
MHOOPMALIMOHHBIM PECYPCOM IO HEBPOJIOTUM IIJIsT Bpaueit
B Poccuu u crpanax CHI.

'#1

Kuuea K. 1O. Myxuna u coasm. (Epileptic Encephalopathies and
Related Syndromes in Children, uzdameavcmeo John Libbey
Eurotext, 2014) — becmcennep Ha mexncoynapoonoil Kongpepernyuu
(Cusma, CIIIA)
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Ob6a0xcka « Pycckoeo acypHana demckoii Hegpoaocuu»

ITpodeccop K. FO. MyxuH Takxe B TeueHHE MHOTHX
JIeT OBLT TJIaBHBIM peaakTopoM «BecTHUKa 3MUJIenTOI0-
TMM», BBITYCKaeMOro (hOHIOM MOMOIIM OOJIbHBIM SITUJICTI-
cueit «CoapyKecTBO».

OpraHusarop

ITpodeccop K.FO. MyxuH nposiBuI ceds1 Kak Bblaaro-
LIMIACS OpraHMu3aTop. MHOTONETHUI KIMHUYECKUI OTBIT
npodeccopa cTajl OCHOBOM 7151 CO3MaHUs YHUKAJIbHOTO
CHeMaTU3MPOBAHHOIO LIEHTPa MO OKa3aHUIO MOMOIIU
OOJILHBIM 3MUJIETICUElt, KOTOPBIN B JajbHEMIIIEM BBIPOC
B KpYyITHOE 00beIMHEHE, COBMeIalolee KIMHUYECKYIO,
HayJdHYI0 ¥ 00pa30BaTeIbHYIO JeaTeabHOCTh. B 2006 T
noa pykoBoacTBoM K.IO. MyxuHa 6611 oTKpHIT LleHTp
JIETCKOI HEBPOJIOTMU U 3ruiencuu, a B 2010 . Hayai cBoo
paboty MHCTUTYT AeTCKOM HEBPOJIOTMU U SITUJICTICUU M.
Caarutens Jlyku. Benyiue corpyaauku MHcTUTYTA paHee
paboTayiv Ha Kadeape HEPBHBIX OOJIE3HEl MeauaTpuye-
ckoro (akynsrera Poccuiickoro rocynapcTBeHHOIoO Me-
JMULIMHCKOTO YHUBEPCUTETA M UMEJIU 3a TIeYaMu OOJIbIION
OIBIT KJIMHUYECKOM 1 Me1aroruyeckoi paboThl B YHUBEP-
cuTere.

B pamkax MHcTUTyTa OBUIM cO30aHbI oTaeaeHrne BOM
(2006 1), mabopaTopwmst cHa 1 arvutericun (2010 1), ma6o-
paTopus MPeXupyprudeckoit IMarHoCTUKY SIUICTICHUM.

Ilpogpeccop K. FO. Myxun 6 llenmpe demckoii Hegpoaoeuu u 3nu-
aencuu Ha bopucosckux npydax (Mockea, 2006 2.)

Bce otneneHus 1 1abopaTopru OCHAILIEHBI COBPEMEH-
HBIM 000pynoBaHueM. B cBsI3U ¢ 60IbIIMM MOTOKOM ITa-
LIMEHTOB MOTPEOOBAIOCH PACIIIMPEHUE ITMIICTITOIOIMYE-
cKoro LeHTpa, 1 B 2016 T. Hayas paboty MHCTUTYT IETCKOIM
Y B3pOCJION HEBPOJOTUM U SIMWICHICUU UM. CBSITUTEIS
Jlyku B MockBe, B KOTOPOM ObLJIM CO3JaHbI BCE YCIOBUS
JUTSI TIOMOIIIX HE TOJIBKO JIETSIM, HO ¥ B3POCIIBIM TallMeHTaM
C SMUJIETICUEN U APYTUMU 3200JIEBAHUSIMU HEPBHOW CUC-
Tembl. B 2017 1. ObLJI0 MOIOXKEHO HAaYaI0 HOBOMY HarpaB-
JICHUIO paboThl U OTKPHITO HOBOE oTaejieHre — LleHTp
310pOBbs U pa3zButus uMm. Cesatutenst Jlyku. Llentp cne-
LMaJIM3UPYeTCs Ha KOTHUTUBHOM peabMIMTaLIMK, TaM OKa-
3BIBACTCS ITOMOIIb JUIIAM C HAapYIICHUSIMUA PEYeBOTO
M TICUXUYECKOTO Pa3BUTHUS Pa3HOM CTEIEHU TSKECTH,
MalMEeHTOB KOHCYJIBTUPYIOT Benylye neheKTONIO0TH, TICH-
XOJIOTH, HEWPOIICUXOJIOIU, JIOTOMNEIbl, MCUXUATPHI.
B 2019 1. 6611 oTKpbIT OOpa3oBaTeIbHBIN LEHTP MEIUIIMH-
cKMX yupexnaeHuit um. Cearurens JIyku.

ITo Mepe OTKPBITHSI HOBBIX IMOJpa3neeHU ObLIO
copmupoBaHo OObeIUHEHUE MEIULIMHCKUX YIPEKACHU
T10 IMarHOCTHUKE, JICYCHHIO U peabMIMTaliy 3a00IeBaHUIA
HEPBHOM cHCTeMBbI U arwiiericu uM. Cearutens JIyku,
COCTOSIIIIEEe B HAcTosIIee BpeMs U3 4 MOoApa3aeIeHUi,
1 ipodeccop MyxuH cTaj ero HaydHbIM PYKOBOIUTEIIEM.
O0beIMHEHNE UMEET OOJTBIION HayUHbIN MOTEHLIVAIT; CPeIU
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€r0 COTPYIHUKOB 5 JOKTOPOB MEAUIIMHCKUX HayK, MpPO-
(heccopoB, MHOTHE COTPYIHUKY 3AIIUTUIN KAHIUAATCKUE
guccepTaund. ThICsiur OOTBHBIX SMUJIETICUEN TPUE3XKAIOT
B KIIMHUKY OObeTUHEHUS MEIULUHCKUX YUPEXKICHUI UM.
Casarurens JIyKu 13 pa3HbIX TOPOIOB U Aaxe CTpaH U 1o-
JIy4aloT KBaTU(ULIMPOBAHHYIO MEAUILIUHCKYIO TOMOIIb.

MexpayHapoaHOe HayyHoe B3aMMoaencTBme

K.}O. MyxuH akTMBHO pa3BUBaJl MEXIyHapOJIHbIE
Hay4JHBIE CBSI3U, COTPYIHUYECCTBO C BEAYLIIUMU MUPOBBIMK
CIIeLIMAINCTaMK B 00JIaCTH SITWJICIITOJIOTMH.

Hayunbie paboThl (KHUTH, CTAThU U JIEKLIMH) TIpodec-
copa MyxrHa IOJTlyYrIv IIMPOKOE TTPU3HAHKE HE TOJIBKO
B Hallleil cTpaHe, HO U 3a pyoexkoM. OH IMOCTOSIHHO yya-
CTBOBaJl B MEXIYHAPOIHBIX KOH(MEPEHIIMIX B Ka4eCTBE
JIEKTOpa, TIPOXOAI 00y4eHUEe, CTaXKMPOBKKM B KPYITHBIX
SMWIENTOJIOIMYECKUX IIEHTPAaX MUpa KakK B TIEPHO] CBOE-
rO CTAaHOBJICHUS KaK Bpaya U yYeHOT0, TaK U B JaJIbHEH -
1IeM, yXe IMOJIyYrB MUPOBOe ITpu3HaHue. HeckoibKo pa3
B rof MpoBoauJIuCh KoHpepeHUnn OO0beIUHEHUST MEIY -
LIMHCKUX yupexxaeHuit uMm. Catutens JIyku ¢ yuactuem
MeXIYHapOIHBIX CITEINATUCTOB. B paMKax HayYHBIX KOH-
(bepeH1mMii, 06pa3oBaTEIbHBIX ITPOrPaMM U IIPotheccro-
HaJIbHBIX BCTped npodeccop npuriamian B Poccuio Beay-
IIMX HEBPOJIOIOB M OIIMJENTOJOTOB Mupa. Takoe
COTPYIHUYECTBO CIIOCOOCTBOBAIO MHTETPALIMN OTEYECT-
BEHHOI 3IUJICTITOJIOTMH B TJI00ATBHOE HAyYHOE ITPOCTPaH-
CTBO, OOMEHY TEPEeIOBBIMU TUAarHOCTUYECKUMU U Tepa-
MeBTUYECKUMU TOAXOAaMU, a TakKXe PaclIupeHUIO
nmpodecCuoHaNbHBIX KOHTAKTOB POCCUICKUX CIIeIIHMA-
JICTOB.

Tpogheccop K. FO. Myxun nocae c60e2o biCnynieHus Ha MeXcoyHa-
PpOoOHoIl Konpepenyuu, ¢ Patinu Puuxonen (Punisauous) u npoghec-
copom A.A. Xoaunvim

Takue BenmKue snuenTosioru, Kak npodeccop L. Ipa-
Be, onucaBinast cuHapoM Jpase (®panums, Mapcenb),
npodeccop X. XoapTxay3eH (YHUKaJbHBIM CIEUMATUCT
B 00JIACTH TTPEXUPYPTUIECKOM TMarHOCTUKM SITUJICTICUN),
ITeep XKenrtoH, Onube Jl1oj1aKk, MHOTOKpPATHO MTpUE3XKaIU
B Hallly KJIMHMKY, KOHCYJIBTUPOBAJIM MAllUEHTOB, BHICTY-
TaJI C IOKJIAaMU U JIEKISIMU. MOJIO[IbIe CIIeLIUATACTHI,
paboratoinye Mo pyKoBOACTBOM Mpodeccopa MyxuHa,
MOJTYYMJIM BO3MOXHOCTh MHOTOKPATHO IPOXOAUTH CTa-
JKUPOBKY B BEAYIINX SMUICHTOJIOTHICCKUX KIMHUKAX.
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IIpogpeccop Oausve dionax (Ppanuyus) u npogeccop K. F0. Myxun
6 Uncmumyme demckoii nesponoeuu u snunencuu um. Ceamumenst
Jlyku

IIpogheccop K. IO. Myxun ¢ npogpeccopom IllI. Omaxapa (Snonus)

®opmupoBaHue npoheccuoHanbHOM ceTu

OtaenbHBIM HanpasiaeHueM aesarebHocTu K 1O, My-
XMHA CTaJI0 Pa3BUTHUE CETH CIIEIIMATM3UPOBAHHBIX LIEHTPOB
U 3IUJIenToiornyeckux ciiyxko B Poccun u crpanax CHIL

IToMumo opranuzauuu u pykoBoacTBa O0beIMHEHU -
eM MeIMIIMHCKUX YapexxaeHnii uM. Cesarutenst JIyku mmpo-
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TIpogpeccop K. FO. Myxun ¢ pykosodumenem mMeOuyUHCK020 YeHmpa
«Dnullenmp» O.B. beasesvim (Boacoepad)

¢eccop MyxuH ObLT MOTUBATOPOM, BIOXHOBUTEJIEM U Ha-
YYHBIM KOHCYJIBTAHTOM MHOTUX 3IUJICIITOJIOTMYECKUX
LICHTPOB, KOTOPbI€ B JAJbHEMIIIEM CTaJIM OTKPBIBAThCS
B pa3HbIX roponax Poccum.

OH aKTUMBHO COZIEHICTBOBAJI CO3MaHUIO PErMOHAIbHBIX
SITMJICTITOJIOTMYECKUX LIEHTPOB, (hopMUpPOBaHUIO IIpoec-
CHOHAJIbHBIX COOOIIIECTB M 00pa30BaTeIbHbIX IPOTPaMM,
HaIpaBJICHHBIX Ha IOBBIIIEHUE Ka4yeCTBa IMAarHOCTUKK
1 JICYCHUS STUJICTICUU.

Koncrantun KOpbeBUY JeMICS CBOMM OpraHU3aTop-
CKHMM, HayYHBIM U Bpa4eOHBIM OITHITOM, y4aCTBOBAJI B pa3-
paboTKe MPOTOKOJIOB UCCIIEAOBAHMIA (B TOM YHCJIE TIPOTO-
KOJIOB BBICOKOpAa3pelialoieii MarHuTHO-Pe30HaHCHOM
tomorpacun MUBC-1 u MUBC-2 B JleueOHO-aMarHo-
CTUYECKOM LIeHTpe MeauIIMHCKOro MHCTUTYTa UM. bepe-
3uHa Cepres B Cankt-IletepOypre). brarogaps ero onbi-
Ty, BHTY3Ma3My M HarJsgAHOMY Ipumepy B Poccum

3
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MOSIBUJIACH CETh AIMIICIITOJIOTMYECKUX LIEHTPOB, B KOTO-
PBIX TIOJIy4YaloT KBAIM(MUIIMPOBAHHYIO ITOMOIIb MHOTUE
TBHICSTYY TALMEHTOB C SIWICTICUEH.

Tem cambIM ObLIa chopMUpPOBaHa ITpodeccuoHaTbHAs
MHGbPACTPYKTypa, 00ecIIeYrBaroliast f0CTyITHOCTh CIICI1-
aJM3UPOBAHHOM MOMOIIM MAallMEHTaM B Pa3IUYHBIX pe-
rMOHaXx.

Bpau

IIpexne Bcero Koncrantun KOpbeBruuy MyxuH ObLT
BpavyoM C OOJIBIIION OYKBHI, IJISI KOTOPOTO MEIUITMHCKAS
MpaKTUKa SIBJISUIaCh LIEHTPAJIbHOM YacThio Mpodeccuo-
HaJIbHOM XM3HU. Ero oTimyanm uckimodnTebHas KIMHU-
yecKask HabJIoaaTeIbHOCTh, ITy00KOe TOHMMAaHUe Mexa-
HU3MOB 3a00JICBaHUI U pelKasi CIIOCOOHOCTh K TOYHOM
JIMarHOCTUKE CJIOKHBIX HEBPOJIOTUYECKUX COCTOSTHUIA.

OH OBUT M3BECTEH KaK CIICILIMAIMCT, K KOTOPOMY Ha-
MPaBJISIU MAIMEHTOB ¢ HanboJjiee TPYIHBIMU W TMAarHO-
CTUYECKM HESICHBIMM CIy4YassMU SMUJICIICUU U ITPYTUX
IMapoOKCHU3MaJIbHBIX paccTpoiicTB. Ero BpayeOHast mpakTu-
Ka codeTajia HaydHbIM TTOIXOMI, TEXHOJOTUIECKYIO OCHA-
1EeHHOCTh (B O0beAMHEHNHN MEIULIMHCKUX YUPEXKISHUI
uM. CBarurest JIyku ObLI0 OTKPBITO HECKOJIBKO OTAEeIe-
Huit BOM, u naHHoOe ucclemoBaHUE IPOBOIUIOCH
Ha OYeHb BHICOKOM YPOBHE, C BKJIIOUCHHUEM aBTOPCKHUX
METOJVK) U BHUMATEJIbHOE OTHOIIIEHKE K MAIIUEHTY.

Bocnomunanwmst o Betpeue ¢ npogeccopom K 1O, My-
XWHBIM OCTAJIUCh B CEPALIAX THICSY MAlIMEHTOB, O0palliaB-
IIMXCS K HEMY KaK B ITOC/ICAHIO MHCTAHLIMIO C HAIEX IO
Ha IMOMOIIlb YHUKAJIbHOTO Bpaya v 0J1arofapHbIX 3a UClie-
JIEHHE.

HNmes 6osee yeM 38-y1eTHU OMBIT pabOTHI, TTyOOKHE
3HAHUS U BJIafies] CaMbIMU COBPEMEHHBIMU METOIaMU [TV -
arHoCcTUKM U JiedeHusi, Koncrantun HOpbeBrY momor

“OBJACTHAS KIIMHUYECKAS BOJIbHHIIA™
IMATA HOMKHO-KA3ZAXCTAHCKOH OBJIACTH

14 - 25 wonips 2016 cong; ropo Wssnccin

«Xopowuii épau nevum 60ae3Hb; 6eAUKUN 6paY Aeuum nayueHma,
cmpadarouiezo smoii boaesnvro». (Y. Ocaep)

TBICSIYaM TTAIIMEHTOB, CTaB IJIsI HUX HE TOJBKO BPadyoM,
HO M HaCTOSIIIIUM IPYTOM U OMTOPOiA B 60PHOE C TKETbIM
HexyroM. MHorue mauyeHThbl CYMTAIM €r0 OYEHb OJIM3KUM
YeJIOBEKOM, CBOMM «BTOPBIM OTLIOM» WJIU «BTOPBIM OTLIOM»
cBoero pedeHka. OH He TOJIBKO JieunJ1 00JIe3Hb, HO U TT0-
HUMaJI JII0eil, TOHKO YYBCTBYS IICUXOJIOTMYECKHE aCIIeK-
TBI UX cOCTOsIHMsI. Bimarogaps 3ToMy eMy ymaBajloCh
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HE TOJIBKO ITOBBICUTh KAY€CTBO XKU3HU CEMei, HO M BO MHO-
IMX ClIy4asix JOOUTHCS HacTosIIero ucieneHus. Hukro
JIy4Ilie HEr0 He MOT TaK 00OAPUTH M BIOXHOBMUTD CTpaja-
IOILIETO YeJIoBeKa, JaTh €My PeaJIbHYIO HaIeXIy Ha TOoJI-
HOLICHHYIO U SIPKYIO XW3Hb, TIOBBICUTh KaYECTBO XXU3HHU
MalyeHTa ¢ TSoKeJIbIM 3a00J1eBaHUEM HEPBHOM CUCTEMBI;
BCE 3TO OBLJIO BOBMOXKHO 0j1arofapsi He TOJIbKO BBICOKOMY
YPOBHIO TUAarHOCTMKU W 3HAHUIO CaMbIX 3(P(HEKTUBHBIX
COBPEMEHHBIX METOIOB JICYCHUST, HO M OT/IMYaBIIUM KoH-
craHTrHA FOpheBrUYa BRICOKUM Y€I0BEYECKUM KauyecTBaM
U TaJIAHTY TICUXO0JIOTa.

HNwms npodeccopa MyxuHa cTajo CMMBOJIOM TTpodec-
CHOHAaIM3Ma, MPEeAaHHOCTU U MUJIOCEPAMS B MUPE MEIIH -
LIVHBI.

3aknioyeHue

ITpodeccuonanbHoe Hacneaue npodeccopa KoHc-
taHTUHa KOpbeBuya MyxuHa oObeAMHSIET HECKOJbKO
KJTI0UEBBIX M3MEPEHUIA: TIearornaeckoe, HayaHoe, K-
HUYECKOE, OpPraHU3alIMOHHOE 1 U3AaTeIbCKOE.

OH co31aJT HayYHYIO IITKOJTY, BHEAPWIT HOBBIE JUarHO-
CTUYECKHE TEXHOJIOTHH, COOPMUPOBaI MPodeCCHOHATb-
HbI€ COOOIIIECTBA U MTOATOTOBUJ IMOKOJIEHME Bpayeli-He-
BPOJIOTOB, MPOAOJKMBIINX Pa3BUTHE OTEYECTBEHHOM
SIUJICTITOJIOTHH.

Ero BkJ1ag cTat 4acThlO COBPEMEHHOM MCTOPUN POC-
CHICKOI MEIULIMHEI, a CO3TaHHbIE UM 00pa30BaTeIbHEBIC
1 KJIIMHWYECKUE CTPYKTYPHI ITPOIOJIKAIOT paboTaTh, pa3-
BUBasg HayaToe MM HallpaBJICHHE.
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MoporoBbiit aHaNU3 MApPLUPYTA NALMEHT]
npyu CUHAPOME MH(AHTUNBHBIX 3NUNENTUYECKUX
CnasMoB: OT Ae610Ta CNa3MOB K Tepanuu nepBoi

JIMHUAN

E.B. I'ymennnk!, A.B. fIuenko!, M.IO. ®omunal, JI./1. Kopocrosues!, M.B. Kosenenosa!, A.B. Mapkun!,
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KoOHTaKThI:

Enena BanepbesHa [ymeHHuk heleneurol@mail.ru

Beepenue. CuHapom MHbaHTUNBHBIX 3nunenTuyeckux cnaamos (CUIC) oTHOCUTCA K TAXKENbIM OpMaM 3NUAeNTUYECKUX
3HUedanonaTuit paHHero Bo3pacTta W acCOLMMPOBAH C BbICOKUM PUCKOM Pa3BUTUA PApPMAKOPE3UCTEHTHOCTH, TAKENbIX
KOFHUTUBHBIX HAapyWeHUA U NpeXAeBpeMeHHON neTanbHocTh. MporHo3 3aboneBaHuUs 3aBUCUT OT CPOKOB HAa3HAYEHUSA
W afieKBaTHOCTM Tepanuu nepeoi IMHUK. HecMoTps Ha yHUBEpCanbHOCTb Npobaembl oTnoxeHHoro nevenus CUIC, koH-
KpeTHble 3Tanbl MaplpyTa NaLuMeHTa, Ha KOTopbiX (OPMUPYIOTCA 3aAePIKKN, MOTYT CYLLeCTBEHHO Pa3NnyaTbCa B 3aBUCK-
MOCTW OT MOAENN OKa3aHWUs MEAULIMHCKOW NOMOLLM.

Llenb nccnepoBaHna — BLIABUTHL KIKOYEBbIE MOPOroBbIe 3Tanbl MaplLpyTa NaLMeHTa U OCHOBHbIE NPENATCTBUA ANA CBOe-
BpeMEeHHOM paluMoHansHoi Tepanuu y aeteit ¢ CU3C B ycnoBusax cucTembl 0KasaHus nomolum B r. CankT-lMetepbypre.
Marepuanbl u meToabl. [poBefeHO PETPOCNEKTUBHOE 06CEPBALMOHHOE UCCNe0BaHME HA OCHOBAHWUM apxuBa aMbyna-
TOPHOM KNWUHWUKKM «Inuaxeir» ¢ 2018 r. Bknoyeno 130 geten ¢ gnarHosom CMIC, yctaHOBAEHHBIM B COOTBETCTBUM C KpU-
TepuamMn MexayHapofHoOi NpoTMBO3NUAENTUYECKOA nrK. [poaHann3npoBaHbl KIMHUKO-aHAMHECTUYeCKMEe AaHHble,
pe3ynbTaThl MarHUTHO-pe30HAHCHOM ToMorpadum, aneKTposHuedanorpadumn/sBugeosnekTposHuedanorpaduyeckux mo-
HUTOPMHIOB U reHeTuyeckoro obcneqoBaHus. BoinonHeH noporoBbiii aHanu3 6 nocnefoBaTeNbHbIX 3TanoB MaplpyTa
nauueHTa: oT NEPBUYHOrO pacno3HaBaHusa anunentTuyeckux cnasmos (3C) 4O Ha3HAUEHMs afeKBATHBIX CXeM Tepanuu
npenaparamu nepeoi nuHuuK. NposefeHa oLeHKa paHHei 3 deKTUBHOCTH CTapTOBOW Tepanuu Yepes 2 Hep, OT ee UHULK-
aumu.

Pe3ynbrartbl. HapyuweHus pa3sutus o febtota 3C BbisBneHbl y 78 % AeTeld, NOTEHLMANbHO 3MUNENTOTEHHbIE U3MEHEHNS
Mo JaHHbIM MarHUTHO-PE30HAHCHOI ToMorpacun — y 67 %. Kay3aTtueHble reHeTU4eCKe BapuaHTbl 0GHapyeHbl y 18 % nauueH-
TOB BCeil KoropThl. ¥ 39 % nauneHTOB AUarHo3 He Gbil YCTAHOBMEH B TeYEHWE NepBoro Mecsua nocne fettota IC. Y 96 (74 %)
13 130 feTeit paLlMoHaNbHas Tepanus ctapTosana bonee yem yepes mecsy, ot Aebiota 3C. BoigeneHo 6 NOporos BO3MOXKHOM
3apepxku Tepanuu. OCHOBHbIM 3TanoM noTepb ABAANOCH NO34Hee pacno3HaBaHue IC Ha 3Tane NepBUYHOTO ObpaLLeHUs
(muHyc 27 peteii u3 130). bonee Toro, 3afepxkKa Ha 3TOM 3Tane nuwana pe6eHKa BCEX WAHCOB NONYYUTb CBOEBPEMEHHYIO
Tepanuio 1 CyXuna HeoJONUMbIM NPENATCTBUEM [/ CBOEBPEMEHHOII peann3aLmum nocneaylLnx 3seHbes neveHuns. Cne-
AYIOLMM MO BAXHOCTW NPenATCTBMEM OKa3anoCh Ha3HaueHWe Ha CTapTe afieKBaTHbIX CXeM Tepanuu npenapatamu nepeoit
nuHuK. NMpu 3ToM 3hHeKTUBHOCTb CTApTOBOW Tepanuu Nnpenapatamu Nepeoi IMHUM oKasanach 6onee Yyem B 12 pas Bhille,
yem 3theKTUBHOCTb CTAHAAPTHbIX AaHTU3INUNENTUYECKUX NpenapaTos.

BbiBopabl. [locTvkeHWe cBoeBpeMeHHO paunoHanbHoit Tepanuun npu CUIC aBnsaeTca pe3ynstaTom NPOXOKAEHUA HECKOb-
KMUX mocnefoBaTeNbHbIX MOPOroB MaplupyTa nauuerta. KnioyeBbiMM CUCTEMHBIMU NPENATCTBUAMM B yCAoBUAX T. CaHKT-
MeTtepbypra aBAsOTCA No3aHee pacnosHaBaHue 3C U HeQOCTATOYHAA peanu3auns Tepanum Nepeoi NUHUK. MoayyeHHble
AaHHble NOAYEPKMBAIOT HEOOXOAMMOCTb aHaNM3a MapLpyTa NaLMEHTa B PaMKax KOHKPETHON MOJENYU 0KasaHUs NoMoLym
1 pa3paboTKu LiesieBbIX NPOrpamMMm PaHHEro BbIABNEHUA U ONTUMU3ALUM CTApPTOBOI Tepanuy.

KnioueBble cnoBa: CUHOAPOM VIH('.baHTl/IJ'IbeIX anunenTu4yeCKmMx cna3smos, HOpOFOBbIV’I dHaNn3, MapwpyTtmsaumna nauneHTa,
Tepanua nepBon JNINHUNK, BVII'a6anVIH, rOpMOHaNbHaA Tepanua, MIOKOKOPTUKOCTEPOUAbI
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Threshold analysis of the patient’s route in infantile epileptic spasms syndrome: from the onset
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Background. Infantile epileptic spasms syndrome (IESS) is one of the most severe forms of early-onset epileptic
encephalopathies and is associated with a high risk of pharmacoresistance, severe cognitive impairment, and premature
mortality. Disease prognosis critically depends on the timeliness and adequacy of first-line therapy. Although delayed
treatment of IESS is a universal problem, the specific stages of the patient care pathway at which delays occur may vary
substantially depending on the organization of healthcare delivery.

Aim. To identify key threshold stages of the patient care pathway and major barriers to timely initiation of rational
therapy in children with IESS within the healthcare system of Saint Petersburg.

Materials and methods. A retrospective observational study was conducted using the archive of the Epilepsy Clinic
since 2018. A total of 130 children diagnosed with IESS according to International League Against Epilepsy criteria were
included. Clinical and anamnestic data, magnetic resonance imaging findings, electroencephalography/video-
electroencephalography monitoring results, and genetic testing data were analyzed. A threshold analysis of six
consecutive stages of the patient care pathway was performed, from initial recognition of spasms to prescription
of appropriate first-line therapy regimens. Early treatment response was assessed 2 weeks after therapy initiation
Results. Developmental abnormalities prior to epileptic spasms onset were identified in 78 % of children; potentially
epileptogenic magnetic resonance imaging abnormalities were found in 67 %. Causative genetic variants were detected
in 18 % of the entire cohort. In 39 % of patients, the diagnosis was not established within the first month after spasm
onset. In 96 (74 %) of 130 children, rational therapy was initiated more than one month after spasm onset. Six threshold
points of potential treatment delay were identified. The main point of patient loss was late recognition of spasms
at the stage of initial medical contact (loss of 27 out of 130 children). Moreover, delay at this stage deprived the child
of any chance to receive timely therapy and constituted an insurmountable barrier to the subsequent steps of care.
The second most important barrier was failure to initiate appropriate first-line therapy at treatment onset.
The effectiveness of first-line therapy was more than 12-fold higher than that of standard antiseizure medications.
Conclusion. Timely initiation of rational therapy in IESS is the result of passing through several consecutive threshold
stages of the patient care pathway. The key systemic barriers in Saint Petersburg are late recognition of epileptic spasms
and insufficient implementation of first-line therapy. These findings highlight the necessity of analyzing patient
pathways within specific healthcare models and developing targeted programs for early detection and optimization
of initial treatment.

Keywords: infantile epileptic spasms syndrome, threshold analysis, patient pathway, first-line therapy, vigabatrin,
hormonal therapy, glucocorticosteroids

For citation: Gumennik E.V., Yatsenko A.V., Fomina M.Yu. et al. Threshold analysis of the patient’s route in infantile
epileptic spasms syndrome: from the onset of spasms to first-line therapy. Russkiy zhurnal detskoy nevrologii = Russian
Journal of Child Neurology 2026;21(1):20-31. (In Russ.).
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SUCTCHTHYIO O3INWJICICUIO, TAXEIbIE KOTHHUTHUBHBIC

CuHIpOM MHOAHTUIBHBIX AU TUYECKNX CITA3MOB ~ HapyIIECHMs Y MTOBBIIIICHHYIO TTPEXKIeBPEMEHHYIO JIeTallb-
(CHUDC) oTHOCUTCS K AMMICOTUYECKUM CUHIpOMaM paH- HocTh [1, 2, 6, 7, 17, 23, 30—32, 34, 35, 38]. CornacHo
HETO JETCKOTO BO3pacTa M aCCOLIMMPOBAH C BRICOKMM pU-  KilacchbuKamu MexXIyHapoIHON MPOTUBOSIMIEITHYC-
CKOM HeOJIaronpusITHBIX UCXOJO0B, BKIIoYas hapMakope-  ckoit mru, CUDC onpenensercs coueTaHUEM SITUJIETT-
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Tyeckux cra3MoB (DC) y aeteii B Bo3pacte oT 1 Mec 10 2 JIeT,
SNWIenTU(GOPMHOM aKTMBHOCTU Ha 3JIEKTpO3HILIedato-
rpaMMe (TUIICApUTMUSI BO3MOXKHA, HO HE SIBJISIETCST 00sI-
3aTeJbHBIM TMPU3HAKOM) U 3alepXKu (10O perpecca)
Pa3BUTHSL, KOTOPask MOXKET OTCYTCTBOBAaTh Ha paHHUX 3Ta-
nax 3aboneBaHus [38].

HecMoTpst Ha OTHOCUTETLHO HEBBICOKYIO PAaCIIpOCTpa-
HeHHOCTb (3:10 000 xuBopoxaeHHbix), CUDC numeeT BbI-
COKYIO KIIMHUYECKYIO U COLIMAIbHYIO 3HAUUMOCTb [2, 38].
ITo maHHBIM KJIMHUYECKUX UCCIIENOBAaHUI, TOJIBKO OKOJIO
1/4 neteil B majabHeMIIEeM MOTYT XUTb CAaMOCTOSITEJIBHO,
B TO BpeMs KaK y OOJbIIMHCTBA (DOPMHUPYETCS CTOMKAS
nHBanmau3anys [8, 30]. Puck npexaeBpeMeHHOM cMepTU
y JeTeil ¢ 1eOI0TOM 3MUJICTICMM Ha IIePBOM IOy XXU3HH,
Bkiovasi CUUDC, cyllieCTBEHHO BBILIE 110 CPaBHEHUIO C 00-
Jiee MO3IHUM Bo3pacToM nebrota [17, 23, 34].

KitoueBbIM MOaUPULIMPYEMBIM (haKTOPOM MPOTHO3a
npu CUDC saBisgeTcs CBOEBPEeMEHHOCTh U a1eKBaTHOCTh
Tepanuu IepBoii IMHUK. YTO MOXHO Ha3BaTh aJcKBaTHOI
U pauuoHanbHoi Tepanueit (APT) npu CUDC? OtBeT
Ha 3TOT BOIIPOC COCTABHO 1 BKJIIOYAET CJICTYIOIINE Pa3-
JIeJIBI: BBIOOD MpEerapaToB IepBOM TUHUU, CPOKU MHULIM -
allMy JICYCHUSI, a TAKXKE O3Bl U CXEMbI TepaAITUHU.

Koptukorponun npuMeHsietcst B gedyeHun CHUOC
¢ 1958 1., crepounsl — ¢ 1960-x TomoB, BUrabaTpuH ObLT
cuHTe3upoBaH B 1980 1. 1 0moOpeH K MPUMEHEHUIO YIIpaB-
JIEHHEM T10 CAHUTAPHOMY Ha/30pY 3a KAYECTBOM ITUIICBBIX
npoaykroB U MenukameHToB CIIIA B 2009 1., B Kutae —
B 2022 r., B Poccun — ¢ 2023 1. B HacTosee Bpems
KaK TaHHbIE MHOTOYMCICHHBIX UCCIICIOBAHUI M METaaHa-
m30B [9, 12, 19, 25, 36, 37], Tak ¥ KTMHIYECKUE PEKOMEH -
JalK OOJIBIIIMHCTBA CTPaH MPU3HAIOT 3a 3TUMU 3 Mperna-
paTaMu IIpaBO Ha3bIBaThCs Tepalveil nmepBoii iuHuu [11,
24,27,29, 33]. K MOMeHTy HammicaHusI JaHHOM ITyOIMKaLIMKU
poccuiickre KITMHUYECK1e peKoMeHIaluu [4] He BKiIoJa-
10T BUTabaTpYH B CBSA3U C TEM, YTO UX TEKYILast BepCHsl 1a-
tupyetcs 2022 1. (mpemnapat 3apeructpuponaH B 2023 1),
rmocjenHee OOHOBJEHME IIOKa He OMYOJMKOBAaHO.
ITpu 3TOM MHCTPYKLIMS K Mpenapary, JaHHbIe ITyOIMKa-
LM, peKoMeHaauu MexXayHapoaHO! MPOTUBOIITUIIETI -
TUYECKOM JINTHU MTO3BOJISTIOT JISTHTUMHO ITPUMEHSITh BUTa-
6atpuH y miageHieB ¢ CUDC B Poccuu. KoptukorpornuH
CUHTETUYECKUI, KaK U HATypaJbHbI aafpeHOKOPTUKO-
TPOMHEBII TopMOH, B Poccuiickoit @enepariuy B HaCTOSI-
1ee BpeMsl He MMeeT aKTyaJIbHOM perucTpalii 1 ouim-
aJIbHO HE pa3pellieH K IPUMEHEHMIO.

Tem He MeHee, X0Ts1 3¢ (GHEKTUBHOCTD MPENapaToB Mep-
BOI JIMTHUM HEOTHOKPATHO MOATBEPKACHA U UMEET BhICO-
KUt ypOBEHb 10Ka3aTeIbHOCTH (A), TPUMEHEHME CTaHIapT-
HBIX aHTUAIMIJIENITUYECKUX TTPerapaToB, He OTHOCSIIUXCS
K TIePBOI JIMHUU (BaJIBIIPOAT, JIeBeTUPALieTaM, TOIMpaMmar,
OCH30IMa3eITMHbBI), OCTAETCS PACIPOCTPAHEHHOM ITPaKTH -
KOW 1 KOPpeIUpYeT ¢ XYAIIMM ITPOrHO30M [22].

1

Yxe B paHHUX MCCIEAOBaHMSIX OBUIO ITOKa3aHO,
YTO MCXOM 3a00JICBaHUS 3aBUCUT HE TOJIBKO OT 3THOJIOTHH,
HO ¥ OT MHTepBajia Mexay AeoroToM DC U HayajaoM Jede-
Hus [30]. B mocnenytomem ananuze UK Infantile Spasms
Study nponeMOHCTPUPOBAHO, YTO HAYaJIo TepaIlu B Te-
YEeHME MEPBOI HENEeNU aCCOLMUPYETCH C CYLUECTBEHHO
JIYYIIMMU KOTHUTUBHBIMM MCXOAMHM, TOTIA KaK KaXKIbIit
JIeHb TIOCJICAYIONIC OTCPOYKY IIPUBOIUT K UX IPOTPeC-
CHBHOMY CHIDKEHUIO [26]. DTH JaHHBIC TTOTYEPKUBAIOT,
yto nipyu CUIBC cuet BpeMeHU Il UHULIMALIMU JIeYeHU S
WIET He Ha HeNlesIu, a Ha JTHU.

Hapsiny co cpokaMu jiedeHYsI TPUHIIMITAATIBHOE 3Ha-
YeHME MMEIOT J03bl M CXeMbl IIPUMEHEHUSI TIperapaToB
riepBoit iMHUKU. CrcTeMaTHYeCKre 0030pbl M METaaHAIU3bI
MOCJICTHMX JIET TTOKa3au, YTO UCIOJb30BaHUE CyoTepa-
MEBTUYECKUX 103 WY HeaJIeKBaTHBIX CXeM TOPMOHATBHOM
Tepanuy ¥ BUTabaTpruHa acCOLMUPYETCsS CO CHIKEHUEM
3 PEeKTUBHOCTH JIEYEHUS U YXYALIEHUEM UCXONOB 1aXe
npu (popMajibHO paHHEM Ha3HaYeHUU Tepanuu |3, 5, 14,
16, 22, 29].

Takum o6pazom, APT npu CUDC mMoxHO Ha3BaTh
CBOEBpeMEHHOE (KaK MOXHO 0oJiee paHHee) Ha3HauUeHHE
MperapaToB MepBoit TMHUY B TepareBThueckux mist CUDC
J103aXx.

HecMmoTpst Ha TO UTO MO3MHSISI AMAaTHOCTUKA U 3a1ep-
KKa Havaja jedeHus: CUOC gaBasioTcsl MOBCEMECTHOMU
npoo6jemoii [18], ucciemoBaHus MOKA3bIBAaIOT, YTO KOH-
KPETHBIE 3TaIlbl MapllpyTa NalUeHTa, Ha KOTOPhIX (Dop-
MUPYIOTCS 3aIePXKU, MOTYT CYIIECTBEHHO Pa3INYaThCs
B 3aBUCUMOCTH OT MOJE/IM OKa3aHUsI MEIULIMHCKOM I10-
MOIIIH, COLIMATbHBIX U OPraHM3allMOHHBIX (haKTOPOB; 10~
Ka3aHo, YTO MaplUIpyTU3alldsl U CPOKU JIEYSHUS] MOTYT
pas3MyaThCs axe B 3aBUCUMOCTU OT HEMETULIMHCKUX
XapaKTepUCTUK TallMeHTa, BKJIodas LBET Koxu [8].
[Tpu 3TOM GONBIIMHCTBO pabOT aHATU3UPYIOT OTACTbHBIC
(hbakTophI prCKa U30JIMPOBAHHO, 03 OLIEHKM MX COBOKYII-
HOTO BJIMSIHUSI B paMKax eIMHOTO MaplipyTa NalllueHTa.
CuCTeMHBII aHAJIN3 TIOC/IEIOBATEILHBIX «ITIOPOIOB» OT pac-
ro3HaBaHusl DC 10 Ha3HAYCHUS aeKBaTHBIX CXEM Tepa-
ITAH IEPBOM JIMHUU 10 HACTOSIIIETO BPeMEHHU IMPaKTUIECKU
HE TIPOBOIMIICS.

Ienb ucclien0Banns — BBISIBUTH KJTFOUEBbIC IIOPOTOBBIC
aTaInbl MapuIpyTa MalMeHTa U OCHOBHBIE TPEISATCTBUS
JUISI CBOEBPEMEHHOM pallMOHAJIbHOM Tepanuu y AeTeit
¢ CUDC B ycioBUSIX CUCTEMbI OKa3aHMsI TOMOIIU B T. CaHKT-
IletepOypre.

Martepuanbl u meToabl

[IpoBeneHO peTPOCIEKTUBHOE 00CEPBAIIMOHHOE MC-
cllefloBaHUE Ha OCHOBAaHMM JaHHBIX apX1UBa aMOyIaTOPHOM
KJIMHUKU «DnumKeit» ¢ nekadpst 2018 . mo aekadbpst 2025 .
B uccnenosanue 6pu10 BKiIoYeHo 130 neTeit ¢ nuarHo3om
CUDBC, ycTaHOBJIEHHBIM B COOTBETCTBUU C KPUTEPUSIMU
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MexxayHapoaHOI MPOTUBOIMUIEITUYECKOM Turn [38].

Hccrnenyemyto Koropty nereid ObLJIO pellieHO pa3ievTh

Ha 2 TpyIIbI 110 BpeMeHU ycTaHoBJIeHUs nuarHo3a CUDC:

1o anpenisg 2023 1. wim nocie anpenst 2023 . OcHoBaHUEM

IIUIST TOTO pasiefieHusl ObLIO IPEIIOJ0XEHHUE O TOM,

4yTO O(bMIMaTbHAsI PETUCTPALIMS TIperapara IepBoi Jiv-

HUU, BUrabaTpuHa (Ha3zHayeHHE KOTOPOTO IO aIpesis

2023 1. CONMpOBOXIATIOCH PSIAOM 3aTpyAHEHU, TPeOOBaAIO

JUTUTEIBHOTO COOpa TOKYMEHTOB, UTO PACTSATUBAIO CPOKU

€0 BO3MOXHOTO IPMMEHEHUS ), MOXKET KapAMHAJIBHO I10-

MEHSTh cTpaTeruio BeaeHus aereit c CUDC.

AHaIM3UPOBAIMCh aHAMHECTUYECKUE JaHHBIE, BO3-
pact ne6rora DC, maHHbIE HEBPOJIOTMYECKOIO OCMOTPA,
pe3yabTaThl MAarHUTHO-pe30HaHCHOi ToMorpacduu (MPT)
TOJIOBHOTO MO3ra ¥ BUIEO3JIeKTpo3HIIedanorpadpuueckoro
MoHuTOpHrHTa. [eHeTnYecKoe 00CIenoBaHNE TTPOBOIMIOCH
10 KJIMHUYECKKMM ITOKa3aHMSIM METOIOM CEKBEHUPOBAaHMS
HOBOTO ITOKOJIEHHsI (TIOJTHORK30MHOE 1/ WJI! TTOJTHOTEHOM -
HoE).

151 OLICHKM CUCTEMHBIX 3aiepskKeK OblIa pa3paboTaHa
6-3TarHasl IoporoBasi MoJie/Ib MapIlIpyTa MmalueHTa:

1. Oco3HaHue POOIEMBbI IIOCIIE TTOSIBIEHUST IIEPBBIX CUM-
MITOMOB (Y4acCTBYIOT POJIUTENIM, OKPYKEHME peOeHKa,
MEIUILIMHCKIE PaOOTHUKM ITEPBUYHOIO 3BEHA).

2. O6paleHue K Bpauy-CleluaaucTy Wiy ToCIuTanm3a-

M B MpodWIbHOE OTACIEHHNE CTallMoHapa.

. CBoeBpeMeHHas IuarHocThyecKast BepuprKarus.

. HazHayeHue aHTUAIUIENITUICCKOI TepaItii.

. Be160p npemnapaToB nepBoit TMHUM.

. Micriob3oBaHMe aneKBaTHBIX CXEM M 1103 IperapaToB
MepBOi IMHUY (pallMOHAIbHAs TepaIis).
OLIeHMBAJIMCH J0JIS1 TAIIUEHTOB, TTPEOIOICBIIMX KaXK-

JIBIiA TIOC/IEAYIONTUI TTOPOT, ¥ (haKTOPBI, aCCOLIMMPOBAHHBIE

C 3aIepKKOi Teparuu.

CratucTHYecKy1o 00pabOTKyY JaHHBIX BBIMIOJHSUIM C HIC-
nosb3oBaHueM mporpammbl IBM SPSS Statistics v.27.0.
KareropuasibHble epeMeHHbBIE TTPEACTABICHbI B BUIIE a0CO-
JIIOTHBIX 3HAYEHUI 1 TPOLIEHTOB (%) 1 CpaBHUBAJICH MEXK-
Iy TpYIIIIaMK ¢ MCTOJIb30BaHKEM TOYHOTO KpuTepust Puiire-
pa mpy MUHUMAIBHOM oxuaaeMoM uncie <10 11bo kputepust
¥* TlupcoHa Mpy MMHUMAJIBHOM OXuAaeMoM yucie >10.
KomuecTBeHHast iepeMeHHas (Bo3pact aedrora IC) umena
pacripeieJieHle, OTIMYHOEe OT HOPMAaJbHOIO, B CBSI3M
¢ yeM ObUIa OIHCaHa ¢ UCITOIb30BaHUEM MeIMaHbl M MIHTEP-
KBapTWIBHOTO pa3Maxa, a U MEKTPYIIIOBOTO CPaBHEHMS
npumeHsuin U-kputepuit ManHa—YutHu. Pazmmyust cyura-
JIM CTAaTUCTUIECKU 3HAUMMbIMU T1pH p <0,05.

(=) WO, T SO ]

Pe3synbTathl

OCHOBHBIE XapaKTePUCTUKHU MALIIEHTOB UCCIIEAYeMbIX
TPYIIN NpeAcTaBIeHbl B Ta0. 1.

Bcero B ucciegoBanue 0bU10 BKItoueHo 130 meteid.
B 1-10 rpynmy Bouwio 102 pebeHka (1MarHo3 yCTaHOBJIEH
1o anpenst 2023 1.), Bo 2-10 rpymnny — 28 aeTeil.

1

B uccnenyemoii koropre (n = 130) Maib4YUKOB ObI-
7o 78. Y 80 % nereit ne6ror DC oTMeUYeH B BO3pacTe OT
1 1o 9 mec. Hapyienus pazsutus o aediora DC (aHI1Ie-
(anonatus pa3BUTHS) BBIABICHBI Y 78 % MallMeHTOB,
perpecc nociie Hadana DC —y 51 %. WccnenyeMble rpyri-
bl OBUIM COIOCTAaBUMBI 10 OCHOBHBIM KJIMHUKO-IEMO-
rpacdudeckuM xapakrepuctukam (p >0,05).

V Bcex peteii npoBeaeHa MPT rojsoBHOro mosra,
KaK MMHUMYM OJHOKPAaTHO, BCKOPE T0CJIe YCTAHOBJICHUS
nuarHoza CUBOC. I1oTeHIManbHO 3MWIeNTOINeHHbIE U3Me-
HeHus 1o fTaHHBIM MPT BoIsiBIIeHBI Y 67 % neteii. B 601b-
IIMHCTBE CJyJaeB 3TO ObLIM M3MEHEHMsI, 00YCJIOBJICHHBIC
Ipo0JieMaMy TIePUHATAIBHOIO Mepuoia (IeprHaTaIbHbIe
WHCYJIBTHI, TATIOKCUYECKU-UIIeMUYecKast SHIIehaIonaTusl,
TIEPUBEHTPUKYJISIpHast JieiikoMasiiust). [Topoku pa3BuTust
KOpPBI TOJIOBHOTO MO3ra oTMeueHH! y 10 % neteii, B 15 %
CJIy4aeB Cpely BCEX CTPYKTYPHBIX U3MEHEHMII TOJIOBHOTO
Mo3ra 1o faHHbIM MPT.

IeHeTnueckoe ucciieaoBaHre BEINOJIHEHO Y 45 % na-
nueHToB. CyinectBeHHO vatie (79 % ciydaeB ipotuB 28 %
cllyyaeB) FeHeTMYeCcKoe MCClIeoBaHUE MPOBOAMIOCH
MpM OTpULIATeIbHBIX MO0 JaHHBIM MPT BapuaHTax. Kay-
3aTMBHBIC TEHETUYECKUE BapUAHThI (XpPOMOCOMHBIE CHH-
JIPOMBI: TpUCOMMUST 21-11 XpOMOCOMBI, CHHIPOM DIBap/ca;
MyTaLluK, 3aTparuBaoIle GyHKIUIO LIMTOCKENETa U TPaH-
criopta 6enkoB (Mytauuu reHoB DYNCI1H 1, KIF5C, PACS?2);
myTtaumuu ¢ MexanudmMoM mTOR (myrauuu SPTAN, TS-4,
NF); BapuaHThl JuccaHuedanuu (myrauuu PAFAHIBI,
DCX); xpomaTuH-peMoaeaupyoe myraiuu ATRX) Bbi-
siBJieHbI y 24 neteii (18 % Bceit koropthl u 40 % — cpenu
00CJIeI0BAHHBIX METOZIOM CEKBEHMPOBAHUST HOBOTO TTOKOJIE-
Hust). KayzaTvBHBIe BApMAHTHI BBISIBJICHBI IIPUMEPHO C ONTY -
HakoBoU YacToToii (35 %) Kak Ipy OTPULIATEIbHBIX, TaK
1 TIPY TIOJIOXKUTEIbHBIX 10 JaHHbIM MPT BapuaHTax.

BuneoanekrposHiedanorpadpryeckiii MOHUTOPUHT CHA
BBITIOJTHSUICSI MHOTOKPATHO Y BCEX JIeTeld, B OOJIbIIMHCTBE
CJIy9aeB MCCIIeIOBaHUE TIPOBOIMIIOCH B TeueHue 2—3 4, ¢ 3a-
IVCBIO CHA, MCITOJIb30BAJIOCh HAJIOXKEHHUE 3JICKTPOJIOB ITO CH-
creme 10/20, ¢ 00s13aTeIbHBIM BKIIIOYEHUEM JOTIOTHUTE b~
HBIX MUOTpaUIECKUX ICTBTOBUIHBIX 3JIEKTPOIOB.

TuncapuTMust py EPBUYHOM 3aITMCH 3JICKTPOIHIIE-
(asmorpamMmbl mocJie nedr0Ta IPUCTYITOB 3apETUCTPUPOBA-
Hay 55 % maluMeHTOB, IIPUYEM Y TTOJIOBUHBI U3 HUX BbI-
sIBJIeHA aTUIUYHAs TUIICapuT™Mus, ¥ 34 % — dokanbHast
WY MyJIbTHGOKaIbHAsY SNMIeNTUOOPMHAsE aKTUBHOCTb.
V 34 nereii (310 1/4 oO111eTO YKCIa NeTeit!) BUAEORIEKTPO-
sH1edaTorpadIecKrii MOHUTOPHMHT BIIEPBBIC OBLI IIPO-
BeleH elle Ao aebdiora DC. DnunentudopMHasl aKTHUB-
HOCTb 10 nebrora DC 6buta BeigBiaeHa y 27 (79 %) neteid.

ITo pesynawsraTam obcnenoBanus y 78 % nereit ycra-
HOBJIEH 3TUOJIOTMYECKUIA AUarHO3, B 22 % cily4aeB IIpu-
ypHa CUDC ocTasiach HEU3BECTHOIM.

Atuonormyeckasi cTpykrypa CUDC y odcieqoBaHHbIX
JieTeit mpeAcTaBiieHa B Tao. 2.
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Tadmua 1. Xapakmepucmuka nayuenmos, 6kaioueHHbIX 8 ucciedosanue
Table 1. Characteristics of patients included in the study

CHILD
NEUROLOGY

Parameter Entire cohort, First group Second group
n=130 (before April 2023), (after April 2023),
n=102 n=28
Myxckoit o, # (%)
Male gender, 7 (%) 78 (60) 61 (59,8) 17 (60,7) 0,93
JleOroT anuiienTuYecKux cnasmon, Mec, Me [Q1—Q3]
Onset of epileptic spasms, months, Me [Q1—Q3] 6,0 (4,0-8,0) 6,0 (4,0-8,0) 6,0 (3,25-8,0) 0,50
Je6roT anmIenTUIecKrx crna3MoB a0 3 mec, # (%)
Onset of epileptic spasms before 3 months, n (%) 31(23,8) 23(22,5) 8(28,6) a
Je6roT snmIenTuyecKux crna3MoB B 4—6 Mec, #n (%)
Onset of epileptic spasms at 4—6 months, n (%) 52(40,0) 42¢1,2) DS, 7)) -
Je6roT snuIenTuyecKrx crna3mMoB B 7—9 mec, n (%) _
Onset of epileptic spasms at 7—9 months, #n (%) 21(16.2) 16 (15,7) 5 (17,9)
Je6roT snmientuyeckux crnasMoB B 10—12 mec, n (%) _
Onset of epileptic spasms at 10—12 months, n (%) 16 (12,3) 12(11.8) 4(14,2)
Je6roT anuienTuyeckux cna3moB B 13—18 mec, n (%) _
Onset of epileptic spasms at 13—18 months, n (%) 9(6,9) 8(7.8) 13.6)
Je6roT anmmienTuyeckux crna3mMoB nocie 18 mec, # (%) _
Onset of epileptic spasms after 18 months, n (%) 10,7 1(0,9) 0
OTArOLIEHHEIA HACEACTBEHHBII aHaMHe3, 7 (%)
Burdened family history, 7 (%) I @.2) 89 20 e
Hapyiienus pa3BuTus 10 n1e610Ta SIMISTITUIECKAX
cra3moB, 7 (%) 101 (77,7) 79 (77,5) 22 (78,6) 1,00
Developmental disorders before the onset of epileptic spasms, # (%)
Perpecc nocie Havyajia SMUIENTUYECKUX CIIa3MOB, 1 (%)
Regression after the onset of epileptic spasms, n (%) 40/78 (51 %) 31/59 (52,5 %) 9/19 (47.4) 0,79
TToTeHIIMaTbHO SMMIENITOreHHbIE U3MEHEHUSI HAa TOMO-
rpamme, 1 (%) 87 (66,9) 68 (66,7) 19 (67,8) 1,00
Potentially epileptogenic changes on the tomogram, n (%)
Hanuuue runcapuT™uu (TUMTMYHON, MOTUGUITMPOBAH -
HOI1) Ha MepBOM 3JIEKTPOsHIIeaTorpaMMe OT IeOIoTa
SMWJIETITUYECKHUX CITa3MOB, 7 (%) 72 (55,4) 51 (50,0) 21 (75) 0,02*

Presence of hypsarrhythmia (typical, modified) on the first
electroencephalogram from the onset of epileptic spasms, 7 (%)

*Pazauuus nokazameneii cmamucmuuecku 3uauumsl (p <0,05).
* Differences between indicators are statistically significant (p <0.05).

W3 1abn. 2 cnemyert, 4To cpeay STUOJIOTnYecKuX ak-
TOPOB TOMUHUPOBAJIN COCYIUCThIE HApyIIeHU (TIepeHe-
CEHHBbIE TTepUHATaIbHbIe UHCYJIbTHI) U TUIIOKCUYECKM -
HIIEMHUYECKOE ITOpaKeHue ToJ0BHOro Mosra (45 %).
Ha BropoM MecTe — reHeTU4ecKre WIM CTPYKTYpHO-Te-
Hetnyeckue GopMbl (35 % cpeau Bcex 0OCIeI0BaHHBIX
nereii). B 22 % ciydaeB yrouHuth atuonoruto CUBC
HE YI1aJIoCh.

AHanu3 BpeMeHHU Ae0loTa IIPUCTYIOB, CPOKOB 00pa-
IIEHUS K Bpady-CITeIUaJICTY, YCTAHOBJICHUS TUarHo3a
W Ha3HAYEHMS Tepaluy MO3BOJIMI IIPOBECTH MHOTO(paK-
TOPHBIN aHAJIM3 MapIIPyTa MallMeHTa M BpeMEHHBIX IIOTEPh
Ha KaxXJIOM 3Tare 3TOro MmyTHu.

B nestom 6e3 IesieHusT 1o TPyITaM ITOoTydriIach Caery-
ollasg AMHAMKUKa CHYDKEHUS YHCIIa IeTei, KOTOphIE TTOTy-
4yaloT BO3MOXHOCTb HazHaueHuss APT B TeueHue 1 mec:
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CHILD
NEUROLOGY

Tadauma 2. Smuonoeuteckas cmpykmypa cuHOpoOMa UHGAHMUALHBIX INUAENIMUMECKUX CNA3MO8 Y 00C1e008AHHbIX Oemell
Table 2. Etiological structure of infantile epileptic spasms syndrome in the examined children

Etiology

First group,
n/N

JlokazaHHas reHeTuIecKast
dopma
Proven genetic form
U3 BCEX, Y KOTO MPOBEAECHO
T€HETUYECKOE UCCIIEN0Ba-
HUEe
of all those who have undergone
genetic testing

13/103

13/44

CprKrypHO—r;HemquKasI 7/103 7
Structural-genetic

CrpykTypHas (TOpOKH pa3-
BUTUSA)

Structural (developmental defects)

10/103 10

CrpyKTypHas (meprHaTalb-
HbI€ TOBPEXICHUS )
Structural (perinatal injuries)

46/103 45

IMTocTuHdekmoHHast
Post-infectious

2/103 2

MeTtabonnueckast
Metabolic

HewusBectHa
Unknown

23/103 23

Cocynucras
(60J1€3HN MOIISI-MOIiS) 1 1
Vascular (moyamoya disease)

Proportion, % Total Proportion, %
15 17/130 13
4/12 33 17/56 30 (42 — ipu mobGaBie-
HWY CIIy4YaeB CO CTPYK-
TYPHO-T€HETUYECKON
STUOJIOTHEI)
30 (42 — when adding cases
with structural-genetic
etiology)
0/28 0 7/130 5
2/28 7 12 9
13/28 46 59/130 45
3/28 11 5 4
1/28 3,5 1 1
6/28 21 29 22
— — 1 1

1) pacrio3HaBanue DC okKpyxkeHUeM: npoxodsar 79 %

(n=103), morepss — 21 % (n = 27);

2) obpallleHre K Bpady-crenuainucty: npoxoadat 70 %

(n=91), norepst — 9 % (n = 12);

3) cBOeBpeMeHHasl JUATHOCTUKA: TTPOXomsT 65 % (n =

85), morepst — 5 % (n = 6);

4) HasHayeHue 000 TepaIiu: MpoxodaT 65 % (n = 85),
notepss — 0 %;
5) HazHaYeHME MpenapaToB MEePBOM JUHUU: TTPOXOMIST

47 % (n = 61), morepst — 18 % (n = 23);

6) agexBaTHBIE CXEMBI M JO3BI: TpoXoadT 26 % (n = 34),

notepst — 21 % (n = 27).

Y 39 % neteii mUarHo3 He ObLT YCTAHOBJIEH B TCUCHME
nepBoro Mecsia nocie aedora DC. CBoeBpeMeHHYIO pa-
LIMOHAIBHYIO TePaIuio MOJYIHIU JUIlb 26 % nereit. Ha-
nboJIee YaCThIM 3TAIOM 3aIePKKH SIBJISIIOCH UTHOPHPO-
BaHME CUMITOMOB OKDPYXEHHMEM peOeHKa (POIMTEINIH,
POICTBEHHUKM, MEAUIIMHCKUE PAaOOTHUKU ITEPBUYHOTO

3BEHAa), YTO MPMBEJIO K IToTepe 27 MAallMeHTOB yXXe Ha Tep-
BOM Itopore Mapiipyra. [Totepst Ha 3TOM 3Tarle SIBJIsIeTCs
HEBOCIIOJIHUMOIA: IIIaHC CBOEBPEMEHHOM Tepanuu Cpeau
JIAHHBIX MMAIIMEHTOB TOJHOCTHIO yIyllieH. B To ke BpeMst
34 u3 103 mamyeHToB, YCIELIHO MPeoa0JeBIIUX 3TOT MO~
POT, CMOTJIY TTOJIyYUTh CBOEBPEMEHHYIO TepaIluio.

Ilocne oOpaleHusT K Bpady-CIIELIMAINCTY TUArHO3,
KakK IpaBUJIO, YCTaHABIMBAJICS OIEPAaTUBHO, M Tepamus
Ha3Hayvajach BCEM JCTSIM B TeUCHUE HEIEIM, OMHAKO IIpe-
rapaTaMu IIepBOI JTMHUU — JIMIIb B 34 % ciydaeB; B TeUe-
Hue Mecauia — B 70 %. Tonbko 35 % nereit OMy4IWIn TIpe-
rmapat IepBOi IMHUM B KAY€CTBE CTAPTOBOM TepaItii.

OLieHEeHbI TAKXKe OTICIBbHO TIOTEPY BPEMEHU B KaXKIOM
rpymnne. [Tpu aToM cpoku 115t APT ycTaHOBIEHBI: KaK paH-
HSIS Tepanus — IJIsT AeTeil, KOTOPhIe CMOTJIM ITOJIYYUTh
Teparnuio npernapaTamMu epBoil TUHUM B TCUSHUE HEETN
nociie aedtota DC; Kak CBOeBpeMeHHas1 Teparust — AJisl 1e-
Tei, HavaJlo Tepalvy KOTOPBIX HE YJIOXUIOCh B CPOK

[\
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Puc. 1. Ipagux npuuun épemenndl 3a0epicku Havaia Mepanu y NAYUEHMO8 ¢ CUHOPOMOM UHMDAHMUALHBIX SNUACHMUYECKUX CRA3MO8

0o u nocae 2023 a.

Fig. 1. Graph of reasons for delay in therapy initiation in patients with infantile epileptic spasms syndrome before and after 2023

1 Henm, HO Bce Xe Aenbra oT Havyasa DC 10 MHULMALUKU
JIeYeHUs He TIpeBbilaia 1 Mec.

JaHHble pacrpenejeHus IMalUueHTOB MO I'pyIam
MpeacTaBIeHbI Ha puc. 1.

[lepBas rpynma c ne6rotom 1o 2023 . ObUTa pacpee-
JieHa Ha 2 moArpymnibl: ¢ HayanoMm APT 1o 7 nHeit u ¢ Ha-
yajioM APT 1o 1 Mmec ¢ MOMeHTa pa3BUTHs 3a00JIeBaHUSI.
AHaJIOTUYHBIM 00pa30M ObLIM pacrpeae/ieHbl MallueHThI
2-i1 rpymnbl, y KoTopbix CUDC passuiics nociie 2023 1.

Kak BunHo u3 puc. 1, mosieieHue BuradatpuHa B 2023 1.
HE TIPMBEJIO K aBTOMaTHYecKoMy yiay4direHuio APT.

Cpenu nmauueHToB 1-# rpyniibl Ha 3Tane oOpalleHUs
MOTEPSTHO TSI CBoeBpeMeHHoM Tepanuu 17 (16 %) neteit.
B 2 13 3TuX ci1ydaeB pOIUTENIN OTKA3bIBAIUCH OT JICYCHUS
U obpanieHus K opuLrabHON MEAULIUHE, «JICUUI» CBO-
HX JIeTei TOMeomaTHIeCKUMHU TIpernaparamu, B 1 cirydae —
BuTaMuHoM D,. Poaurenu 2 neteit nosro He 3amedanu 9C,
cyuTasl, 4YTO «3TO HOPMaJbHOE MOBEICHUE MJIaJcHIIa».
B ocTaibHBIX CTydasx OHM IIBITAIMCh O0OpaTUTh BHUMAaHKE
MEIUIIMHCKOTO MepCcoHaia Ha CIla3Mbl, HO He MOJyJyaiu
ajJieKBaTHOM rmoMontu. [ajee mouyru 6e3 moTephb AETU J10-
1IUTA 10 Ha3HAYSHUSI TIPETIapaToB NepBOM IMHUHM, TI¢ CHO-
Ba IIPOM30IILIA 3aaepKKa 111 16 % nereii; paHHIO Tepa-
MO TIperiapaTaMu IepBoii TuHUY nojayauniau 41 % nereid,
cBoeBpeMeHHYI0 — 51 %. K coxaneHuio, TpeThsl 3a1epKKa
MPOM30IILIa Ha 3Talle afeKBaTHBIX CXeM TepaIliu, U B UTO-
Ie paHHIOK aleKBaTHYIO TEPamnuio MOJYYUIU TOJIBKO
19,5 % neteii, a cBoeBpeMeHHYIO — 25 %. JIBeHaauaTh
JieTeid 1-ii TpymIIbl HUKOTIA He MOJIydaIu IIperaparhl Iep-

BOW JIMHUM, ¥ HUA Y KOTO U3 HUX HE JOCTUTHYTO ITOJIHOTO
pe3yJibrara JIe4YeHUsI.

Cpenu 2-1 rpymiibl OCHOBHASI IIOTEPST BDEMEHU CITyIH-
JIach Ha cCaMOM TIepBoM aTarie; 33 % nereid Mo3aHO Momain
K Bpavy-CITEIUAJIUCTY B CBS3U C ITHOPMPOBAHUEM CHMIITO-
MOB. AHAJIM3 aHAMHECTHYECKUX JAHHBIX TTO3BOJIVII OTIpe-
JIEJIUTh, YTO ITOYTH BO BCEX CIIydasiX POIUTENICH BCe 3Ke BOJI-
HOBaJIM TIPUCTYITBI CIIa3MOB Y pebeHKa, OHU 00pallainuch
K 3HaKOMBIM BpadaM, K Bpady-IieauaTpy, Jaxe K HEBPOJIo-
raM NOJIMKJIMHUKK, HO UX YCITOKAWBaJIU, TOBOPS, YTO «3TO
KOJIKI» , «3TO IEePEeBO30YKICHME» , «PEOCHOK XOUET CECTh».
B uTore paHHIOIO Tepanuio MOJYYMIN TOJIBKO 19 % nereit
2-1 TpymITbl, cBoeBpeMeHHYIo — 30 % nmeteid.

3amepKKK Tepanuu Jaile OTMEeYaInCh y AeTel ¢ Ipe-
LIECTBYIOIIUMU HapylieHusiMU pa3Butus (p = 0,34), oT-
cyrctBueM rurncaputMu (p = 0,09) u mpu CTPYKTYPHBIX
dopmax CUDC (p = 0,46), oqHAKO CTATUCTUYECKH 3HA-
YUMOTO BIMSIHUS 3TUX (PaKTOPOB BBISIBIIEHO He OBLIO.

Tonbko 35 % manyeHTOB MOJYYMIIA TePAITUIO TTperia-
paTaMu TepBOi JIMHUU ACHCTBUTEILHO B KQUeCTBE IMEPBOiA
JIMHUU. Y OCTaJIbHBIX IIEPBBIM MpEIapaToM Ha3HAYeH ApY-
rOi aHTUATIIWJICITUYECKHUIA TIperapat, Jalle BCero Bajib-
IpoeBast KUCJIOTa.

ITpoBeneHa oneHKa 3¢ PEeKTUBHOCTU Tepanuu Mperna-
paTamu MepBO JINHUUA U IPYTUMU aHTUSTIUIIENITUYECKH -
MM TipeniapatamMu. OLIEHUBAJICS paHHWM KOHTPOJIb IIPH-
CTYNoOB K 14-My AHIO mocje Havyaja Tepanuu. YacTuaHbIi
3¢ deKT — ucue3HOBEHME TUIICAPUTMUU (MU €€ 3aMeHa
Ha (HOKaJIbHYIO aKTUBHOCTD), KyITMPOBaHUE U YMEHb-
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menue (Ha 70 % u 6onee) kommuecTBa DC. IMonHbIA 3¢h-
¢ekT — orcyrctBue DC 1 OTCYTCTBUE SMWISHTU(OPMHOM
aKTUBHOCTH Ha 3JIeKTposHIIedaorpamme. JlaHHBIE OTpaxke-
Hbl B Ta0J. 3. M3 Tab:. 3 BUaHO, YTO Ha3HAUYeHME MperapaToB
IIEPBOI JIMHUU 3HAYMTEIBHO 3(PGhEKTUBHEN, YeM JICUCHHE
npernapaTaMuy Bropoit imHun: 82 % nporus 13,6 %.

DDDeKTUBHOCTD JIeUeHUS CHIKaeTcst 10 64 % B ciy-
yae Hayvajla Tepanuy IepBOi JIMHUU TTOC/Ie Ha3HAYeHUS
JIPYTUX MpEIapaToB, HO BCE PaBHO OCTAETCS 3HAYNTEILHO
BBIIIIE€ TAKOBOM JIEYEHUA APYTUMH IIpEnapaTaMHu.

B pesynbrare cpaBHeHUsT 4aCTOThI HACTYIUIeHUST 3 deK-
Ta (IIOJIHOTO WJIM YaCTUYHOI'0) B 3aBUCHMOCTHU OT Ha3Hava-
€MOro Tpernapara B IIepBYIO odepe/b (riepBast TMHUS ITPOTHB
JIPYTYX aHTUATWICTITUYECKUX ITPETIapaToB) ObUIN ITOTyYESHbI
CTaTUCTUYECKU 3HaUMMBbIe pazanaus (p <0,001).

IIaHchl MOTYYUTb MOJOKUTENbHBIN 3¢ (ekT OT HA3HA-
YaeMoro nepBoro npenapara, ecjm 3To ObLI Npenapar nep-
BOii JimHun, ObLM B 12,89 (!) pa3a Bbime, yeM Npu HA3HA -
YEeHHM APYroii aHTH3NMWJIENTHYECKOI Tepanuu B KaYecTBe
nepsoro npenapara (95 % AoBepUTEbHbI WHTEPBAT
5,56—30,44).

Taxcke ObLTU TTPpOBEAEHbI OlieHKA 3¢ (PEKTUBHOCTH OT-
JIeJIbHBIX TPYIII IIPETapaToB U paHHMIT KOHTPOJIb 3 (heK-
Ta Tepanuu K 14-my gHIO Tocjie Ha3HadyeHus. JlaHHbIe
MpeacTaBieHbl B Ta0. 4.

BasibnpoeBasi KUCJIOTA HA3HAYAIACH YAllle BCEX APYTHX
npenaparos, B 4—5 pa3 uaimie, 4eM JIl000ii U3 NpenapaTroB

1

nepBoii uHnd. IIpu 3T0M ee 3(pheKTHBHOCTH COCTaBUIA
Bcero 6 %.

B pesynbraTe cpaBHEHUs YaCTOTHI HACTYILICHUS -
(exra (ITOJIHOTO WY HETOJIHOI0) B 3aBUCMMOCTH OT Ha-
3HAYaeMOTO IIperapaTa B IIEpBYIO ouepeb (TiepBasi TMHUS
MPOTHB BaJIbIIPOEBOI KUCJIOTHI) ObLIN IMOJIYYEHBI CTATH-
cTryecku 3HaunmMble pasnuuus (p <0,001). [IlaHcel moy-
YUTh MTOJIOKUTEIBHBIN 3((MEKT OT Ha3HAYaEMOTO TIEPBOTO
rpenapara, ecJIiv 3TO ObLI ITpenapar IepBoii IMHUU, ObUTH
B 11,667 pasa BbIlIe, YeM IIPH Ha3HAYECHUH BaJIbITPOECBOI
KHCIIOTHI B KayecTBe repBoro npenapara (95 % mosepu-
TeJbHBIN uHTEepBaa 4,772—28,524).

Cpenu nipernaparoB MepBoii TMHUU Hanbosiee 3 hek-
TUBHBIMU ObLIM BUTA0ATPUH M KOPTUKOTPONUH. [J110KO-
KOPTUKOCTEPOUIBI OBLIN MeHee 3(pdekTuBHEI (67 %),
HO OHM YaCTO Ha3HaYyaJMCh B CyOONTUMAJIbHBIX J03aX,
a Tpy Ha3HaYeHMU B TEPAIeBTUYECKUX peXrMax ux 3¢d-
(peKTUBHOCTB TaKxKe ObLIa BBICOKOM (79 %).

B npouiecce neuenus y 19,5 % nereit OC He nmpekpa-
TUIUCH, Y 15 % mociie Kypca Tepaliiy CoXpaHuIach TUII-
caputMmus, y 31 % nereii DC mnpekpallainuch Ha BpeMs,
HO 4epe3 KaKoe-TO BpeMsI IIPOM30IIIe] peluauB, y 48 % —
ObLIM KYIUPOBaHbI U Oojiee He BO3Bpallaluch. ToJbKO
y 30 % neteit yepe3 roa Mocie yCTpaHEHMS TIPUCTYIIOB
MOXHO OBIJIO TOBOPUTH 00 yCTOMYMBOI pemuccuu. Y 60 %
neTeit cchoopmMupoBaiach (pokaibHas anuercust. CUHAPOM
Jlennokca—TacTo pa3Buicsay 9 % neteid.

Taoauna 3. Dghexmusrocms npenapamoe nepeo MUHUY 8 CAPMOBOLL MEPAnULL, NPU OMAONCEHHOM HA3HAYEHUU U (PPHeKmUeHOCb CIapmoeoll mepanuu

Opyeumu npenapamamu, %

Table 3. Efficacy of first-line drugs in initial therapy, with delayed administration, and the effectiveness of initial therapy with other drugs, %

Parameter

First group

HaszHnaueHnue npenapaToB epBOit
JIMHUU TEPAIIUU IIEPBBIM IIpeIia-
paToM

Prescribing first-line therapy drugs as
the first drug

32 75

IIpumenenue 2 u Gosee mpemna-
paToB 1O BBEIECHUSA MPEMapaToB
TIEpBOW IMHUA

Use of two or more drugs before the use
of first-line drugs

58 64

HazHaueHue npyrux npermnapaTon
B IIEPBYIO OYEPEIh
Prescribing other drugs first

68 21

KoMmbOuHupoBaHHas Tepanus
Combination therapy

47 41

0

- '
group

52 75 0 35 75 7
50 64 0 56 64 0
48 7,6 0 64 12 1,6
59 54 0 52 47 0

Ilpumenanue. 4 — vacmuunusiii 3gpghexm: ucueznogerue euncapummuu (Uau ee 3ameHa Ha POKANbHYIO AKMUBHOCIY), KYNUPOBAHUE
unu ymenvuiernue (Ha 70 % u 6oaee) koauvecmea snusenmuueckux cnazmos; Il — noauviil sgpdexm: omcymemeue SnUAenmuHeckKux
CNA3M08 U INUAeNMUDOPMHOL AKMUBHOCIU HA AeKMPOo3HUedaroepamme.

Note. P — partial effect: disappearance of hypsarrhythmia (or its replacement with focal activity), relief or reduction (by 70 % or more) of the number
of epileptic spasms,; C — complete effect: absence of epileptic spasms and epileptiform activity on the electroencephalogram.
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Taomuma 4. Ouepedrnocms mepanuu u ee 3QpGHeKmugHOCmd y NAYUEHMO8 ¢ CUHOPOMOM UHPAHMUNBHBIX FNUACHMUMECKUX CHAZMO8
Table 4. The order of therapy and its effectiveness in patients with infantile epileptic spasms syndrome

Parameter

BurabarpuH (Ha3HauyeH MEepBbIM)
Vigabatrin (prescribed first)

ApeHOKOPTUKOTPOMNUH (Ha3HAYEeH MEPBbIM)
Adrenocorticotropin (prescribed first)

rJ'IIOKOKOpTI/IKOCTGpOI/II[I)I (Ha3Ha‘{CHBI HCpBI)IMI/I)
Glucocorticosteroids (prescribed first)

BanbsnpoeBasi Kuciora (Ha3Ha4YeHa MepBoii)
Valproic acid (prescribed first)

JleBeTupalieraM (Ha3HaYeH MEPBLIM)
Levetiracetam (prescribed first)

Tonupamar (Ha3HaYeH MEPBBIM)
Topiramate (first prescribed)

DeHobapOouUTaI MK KIOHa3enaM (Ha3HauyeH IIePBhIM)
Phenobarbital or clonazepam (prescribed first)

Kapb6amazenuH (Ha3HaYeH MEPBBIM)
Carbamazepine (prescribed first)

Bcero nmomyunny BurabatpuH (IepBoii MIM BTOPOit
JIMHUEH Teparnuu)
Total received vigabatrin (first or second line therapy)

Ho3a BuradbarpuHa 1o 100 mMr/kr/cyrt
Vigabatrin dose up to 100 mg/kg/day

Jloza Buradatpuna 100—150 mMr/kr/cyT
Vigabatrin dose 100—150 mg/kg/day

Jloza Burabatpuna >150 mr/kr/cyt
Vigabatrin dose >150 mg/kg/day

[1I0KOKOPTHKOCTEPOUIBI (IIEPBOil MIM BTOPOI TMHHUEH
Teparnum)
Glucocorticosteroids (first or second line therapy)

HOJ’IY‘IaJII/I TJIIOKOKOPTUKOCTEPOU bl B B])ICOKI/IX/ agcK-
BaTHBIX 103aX, COOTBETCTBYIOINX PEKOMEHAAIAAM
Received glucocorticosteroids in high/adequate doses,

in accordance with recommendations

Total number of patients, n

Partial response, %

Complete response, %

17 94 0
15 60 32
13 54 0
65 1 5
8 13 0
1 0 0
6 17 0
1 0 0
78 75 5
17 35 12
15 73 0
19 84 0
70 65 14
38 76 3

06cyxaeHue U BbIBOAbI

[MonyyeHHBIE TaHHBIE 110 STUOJIOTMYECKOM CTPYKTYpe
CUDC geMOHCTpUPYIOT MpeodaataHue clydyaeB IepuHa-
TaJIbHOTO TUITOKCUYECKU-UIIEMUIECKOTO ITOPaKeHUs TO-
JIOBHOTO MO3Ia, 0JIsl KOTOPBIX cocTaBwia 45 %. [eHetnue-
CKHM€ W CTPYKTYpHO-TeHeTH4YeCKHUe (OPMBI BBISIBICHBI
y 35 % neteii, MPOIIEAIINX MOJIEKYJIIPHO-TEHETUYECKOE
obcnenoBanue, uy 18 % — cpenm Bceil koropTel. Ha Tpe-
ThEM MECTE 110 YaCTOTe HaXOIWINCh (hOPMBI C HEYTOUHEH-
Holi atuonorueir — 22 %. Takoe pacripenesieHie B 1EJI0M
COOTBETCTBYET JaHHBIM KPYITHBIX COBPEMEHHBIX KOTOPTHBIX

uccaegoBaHuii. B yuactHoctu, B pabote M. Al-Omari u co-
aBT. (2025) Takke moKa3zaHO JOMUHUPOBAaHME TIEpUHATAIb-
HBIX TTopaxkeHuit (35 %) Ipu CyILIECTBEHHOM BKJIaJIe TeHE-
Tuyeckux mpuuuH (40 %), a TakkKe COMOCTaBUMBIC
C TIOJIyYEHHBIMU HAMHM JTaHHBIC O YaCTOTE 3THOJIOTMUYECKH
HeyTouHeHHBIX cirydyaeB CUDC (25 %) [10]. ConocraBn-
MOCTb IOJTyYCHHBIX JAHHBIX C 3apyOeKHBIMU Pe3y/IkTaTaMKi
MTOATBEPKIACT PEIPE3EHTATUBHOCTh MCCIIEMYEMOI KOTOPThI
M OTpaxkaeT YHUBEPCAJIbHbIC OMOJIOTMYECKIE MEXaHU3MbI
¢dopmupoBanusi CUDC.
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AHanu3 pe3yJsraToB 00CJeI0BaHUS MALIUEHTOB MO-
Kazajl, 4YTO TeHETUYECKOe TECTUPOBAHME Yallle TPOBOIU-
JIOCh Y JeTell ¢ OTCYTCTBUMEM Kay3aTUBHBIX CTPYKTYPHBIX
U3MeHeHul no JaHHbIM MPT, uto oTpaxkaeT MpUHSITYIO
KJIMHMYECKYIO CTpaTEeTrnIo YIyOJIeHUsT TMarHOCTUIECKOTO
MOKMCKa MPY OTPULIATENBHBIX 11O TaHHBIM M PT BapuaHTax.
OmHako MPUHIMITMATBHO BaXKHBIM HAOJIOJEHUEM CTAIO
TO, YTO BEPOSITHOCTD BbISIBIICHUS Kay3aTHBHbIX TeHETHYE-
CKMX BapMaHTOB MPaKTUYECKU HE OTIIMYAJIach IpU HAJIU-
YUU U OTCYTCTBUU CTPYKTYPHBIX M3MEHEHUM. JlaHHBIN
pe3yibTar corjacyetcs ¢ faHHbIMU M. Coleman U COaBT.
(2025), KoTophle MOoKa3alu, YTO CTPYKTYPHbIC U3MEHEHUST
no faHHBIM MPT He CHMXaloT TUarHOCTUYECKYIO IIeH-
HOCTb FeHeTHYeCKOoro uccienoBanus [13]. Dto Habmoae-
HUE MMeeT IMpaKTUYecKoe 3HaYeHWEe U MOAAepPXKUBaET
11eJIeCO00pa3HOCTh O0Jiee IMPOKOTO IPUMEHEHUS MOJIe-
KYJISIPHO-T€HETUYECKOI TUarHOCTUKU, B TOM YHCJIe Y Ie-
Teit co cTpyKTypHbIMU (hopMamu CUDC.

OTnenbHOTO BHUMAHUS 3aC/Ty>KMBAET BbISIBJICHUE 31T -
JIenTU(OPMHOIN aKTUBHOCTU OO KJIMHMUYECKOTO IebroTa
OCy 27 u3 34 geteli Ipu NPOBEACHUU DJIEKTPOIHILIEDa-
JiorpachnyecKkoro ucciaenoBaHus. DaeKTposH1edaaorpa-
¢us Ha3HAYasIach MalMeHTaM, KOTOPbIe BXOAWIU B IPYII-
bl PUCKA. DTU TaHHbIE MOXKHO COOTHECTH C pe3yJibTaTaMu,
noayyeHHbIMU H. Glass 1 coast. (2020), cortacHO KOTO-
pbiM puck pa3Butuss CUDC nocie HeoHaTaJIbHBIX CyI0pOT
COCTaBJIsIeT OKoJIo 6 %, HO MOXeT Bo3pactarh a0 50 %
MPU COYETAaHWU JIUTEIbHBIX CYIOPOT, CTPYKTYPHBIX U3-
MeHeHMIi o naHHbIM MPT u HapylieHuit MbIIIIEYHOTO
TOHYca K MOMEHTY BuINIMCKH [15]. Hanuuue anekTporpa-
ryeckux u3MeHeHu 10 nosiieHus DC Mo3BoJISIET pac-
cMaTpuBaTh TaHHBIX MAllMEHTOB KaK I'PYMITY BHICOKOTO
pucka. B cBg3u ¢ 3TUM npencTasisieTcss 000CHOBAaHHBIM
00cyXeHre BOSMOXHOCTHY 00Jiee aKTUBHOTO MOHUTOPUH-
ra TakMx JeTeit, BKJIIoYasi IpoBeACHUE BUACOIIEKTPOIH-
1edanorpaduu, a B MepCcreKTUBe — PaCCMOTPEHUE KOH-
LICTILINY TIPEBEHTUBHOM Teparuu, 4To TpedyeT JaTbHERIITX
MPOCTIIEKTUBHBIX UCCICTOBaHUA.

I1pu aHanu3ze Tepanuu ocob0e BHUMaHUE ObLIO yie-
JIeHO paHHel 3(GhEKTUBHOCTHU JIeUeHMSs, OLIEHUBaeMOM
K 14-My nH10. BeIOOp n1aHHOI KOHEYHOI TOUKU 00YCIOBIEH
TeM, YTO UMEHHO TaKOM MOJX0 MPUMEHSLICS B PsIIIe KITIO-
YeBbIX MCCIeAOBaHMIA, B TOM umcie B padotax J.P. Osborne
U coasT. (2022), S. Li u coaBrt. (2020) [21, 28]. Kpome To-
ro, mo gaHHeIM M. Al-Omari u coasnrt. (2025), paHHuUi1
OTBET Ha Teparuio HauboJyiee TECHO KOPPeJUpyeT ¢ I0J-
rocpouyHbiMu ucxogamu [10]. Takum oOpa3zom, aKIEHT
Ha paHHel 3(hGEeKTUBHOCTU Tepanuu MpeacTaBiIseTcs
KJIMHUYECKU U METOIOJIOTMIECK 0OOCHOBAHHBIM.

BaxxHbIM pe3ysibTaTOM MCClIeI0BaHUs CTaJIO0 BhIsSBIIE-
HUE HECOOTBETCTBUS MEXIY CYIIECTBYIOIIEH TOKa3aTeb-
HOI1 6a30i1 U peaJIbHOI KITMHUYECKOM MPaKTUKOM IMPU BbI-
bope ctapToBoit Tepanuu. Haubosnee yacTo B KauecTBe
MepBOro IpenapaTa Ha3HayaJIuCh BaIbIIPOAThI, HECMOTPS

1

Ha MX KpaliHe HU3KYI0 3¢h@EeKTUBHOCTh — OKOJIO 6 %
B JIaHHOI KOTOpTe, YTO CYIIECTBEHHO YCTymaeT addek-
TUBHOCTH TIpeIapaToB NepBoii TuHuK. [lomoOHast mpakTu-
Ka paHee OINUCHIBATIACh U B IPYTUX UCCIIETOBAHUAX U ac-
COLIMMPYETCS C XYAIIMM IIPOTHO30M.

Ha aToM (hoHe IToporoBbIii aHaIM3 MapIlIpyTa MalyeHTa
ITO3BOJISIET MHTETPYPOBATh ITOJIyYeHHbIC KIIMHIMYECKUE, T1-
arHOCTMYECKUE Y TepareBTHUYECKIE TaHHBIE B GAMHYIO CHC-
TeMHyI0 Mojiesnb. [1oka3aHo, 4To TOCTIKEHNE CBOEBPEMEH-
HOM pallMOHAJbHOM Tepamuu SBISCTCS pPE3yJIbTaToOM
TIPOXOZKIICHMSI HECKOJIBKUX TTOC/IEIOBATEIBHBIX 3TATIOB, KaX-
JIbIA 13 KOTOPBIX COITPOBOXKIAETCSI ITOTEPEil YaCT! MAllUEHTOB.
Hawnbonee 3HauMMOe «OyTBUIOUHOE TOPJIBILIKO» BBISBJICHO
Ha 3Tarle MepBUYHOr0 pacro3HaBaHust DC OKpyKeHHUEM pe-
OeHKa, rae obuT0 rmoTepstHo 27 maiueHToB. [Totepu Ha 3TOM
3Tane UMEIOT HeoOpaTUMBII XapaKTep: Aae ITPU MaKCUMaTb-
HO OBICTPOI pean3aliiy BCeX IMOCISAYIONINX 3TAITOB TaKK1e
JICTU YK€ He MOTYT IOCTMYb KPUTEPHUEB CBOEBPEMEHHOM Te-
parmuu. DTo MoAYEPKUBAECT KyMYJISITUBHBIN (D (HEKT paHHUX
3a/IepKeK M OrpaHNYEHHOCTh BOBMOXKHOCTEM MX KOMIICHCA-
LMY Ha OoJIee TTO3MHUX 3Talax MapIlpyTa.

BTOphIM KpUTUYECKUM 3TAIlOM MapIIpyTa CTaJy Bbi-
0Op CTapTOBOI TepaIllMy U peau3alius afeKBaTHBIX CXeM
Tepanuy IMperapaTaMy IepBoi JuHuM. Jlaxke mocie
YCITEIITHOTO ITPOXOXKACHUS TUarHOCTUIECKOTO 3Tara 3Ha-
YuTeIbHAsI MOJIs AeTeil He MoJlydajia Tepallvio IepBoit
JIMHUM JIN0O MOJTyYajia e B HealleKBaTHBIX 103aX, YTO CHU-
2KaJI0 BEPOSTHOCTD OJIATONPUSITHOIO Mcxona. BaxkHo oT-
METUTh, YTO PUCKU HAa3HAYCHUSI IIPeNapaToB IIEPBOi T -
HUM B HealeKBaTHBIX CXeMaX M J03aX ObLIM OoJjiee
HU3KUMU BO 2-11 rpymiie naiyeHToB. CiieayeT BCHOMHMTb,
yto 10 anpens 2023 I. TOJIbKO NTIOKOKOPTUKOCTEPOUIHAS
Tepanusi CO BCEMU €€ OTPaHUYCHUSIMU (HEOOXOIUMOCTh
TOCITUTAIM3alMK, HEBO3MOXHOCTh Havaja Kypca B OJIu-
JKaiiliee BpeMs Iocie BaKIIMHAIIMU, PSJ COMAaTHYECKUX
MPOTUBONOKA3aHMIA) OblJIa JOCTYITHA BpayaM. Takxke 1o uH-
JIUBUIYyaJTbHOMY Ha3HaYeHUIO, TIOCTIC TIPOBEIEHMSI KOHCH-
JINYMOB B TOPOJICKMX OOJBHUIIAX MOT OBITh Ha3HAYEH BU-
rabaTpuH, HO MALIMEHTaM IIPUXOIMIOCH XKIaTh €r0 3aKyITKH.
ITocne peructpauuu Burabatpuna B arnpesne 2023 I. BO3MOX-
HOCTU Ha3Ha4YeHMs afieKBaTHOI Tepanuu, 6e3ycJI0BHO, pac-
IIMPWIKCH. B YacTHOCTH, aBCOMOTHO BCE AETH MOTYT HayaTh
Tepaliio BUrabaTpMHOM B JICHb YCTAHOBJICHUST MarHO3a
CHDC ¢ nocaenyroliiei rocnuraan3alueil 1 oLeHKOH BO3-
MOXHOCTH, HEOOXOIMMOCTHU 1 PUCKOB ITPOBEIEHST KOMOM-
HUPOBAHHOI Tepanuu ¢ 100aBIeHUEeM TIIIOKOKOPTUKOCTEPO-
unoB. C TOYKU 3peHUsT MPOTUBOPEIUANBHOIO ACHCTBUS
M. Kuchenbuch u coasr. (2024) peKOMEHIYIOT OpeaeacH-
HYIO JUIUTEJIbHOCTh MPUMEHEHUsT BUrabaTprHa, KOTopast
JIOJIKHA COCTaBJISITh He MeHee 24 Mec [20].

B 11e710M noJTydeHHBIE HAMU Pe3yJIbTaThl COIIACyIOTCS
C JTaHHBIMU 3apyOeKHBIX UCCICIOBAHUIA O TTIOBCEMECTHOM
npoodjeme otioxkeHHoro jedeHuss CUOC, onHako moj-
YEPKMUBAIOT, YTO TOUKU 3aMCPXKKU M MX BKJIAA B IMIPOTHO3
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3aBHUCST OT KOHKPETHOM MOJIC/I OKa3aHUS MEIULIMHCKOM
MOMOIIIY. DTO MOATBEPKIAET HEOOXOIUMOCTh aHAIN3a
MapIlpyTa MalueHTa B paMKaX JJOKAJIbHBIX CCTEM 3/Ipa-
BOOXPAaHEHUS U OTPAHUYUBAET BO3MOXKHOCTh MIPSIMOTO
repeHoca 3apy0eKHbIX JaHHBIX 0€3 ydeTa OpraHu3alnoH-
HBIX U COLIMAIbHBIX OCOOEHHOCTEIA.
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MoBbiWEeHHbIN YPOBEHb CEPOTOHUHA Y AeTen
C pacCTPOMCTBAMM ayTUCTUYECKOr0 CNeKTpa:
noseAeHYeCKne NpoABeHNUA U B3aUMOCBA3b

C UMMYHHOU aUCYHKLUEN

A.A. MakcumoBa

Meouyunckas kaunuxa “Verum”; Pecnybauxa Kazaxcman, 010000 Acmana, ya. Juumyxameda Kynaesa, 12/1

KoOHTaKThI:

AnekcaHgpa AnekcaHgpoBHa Makcumosa aleksandra-krasn@mail.ru

Llenb uccnepoBaHma — nopaTBepxaeH1e NpepnoNoXeHUs O TOM, YTO BbICOKUI YpOBEHb CEPOTOHMHA B KPOBU Y AeTeit
C ayTU3MOM CBA3aH C AUCHYHKLME XKeNy[ouHO-KNUWEYHOro TpaKTa U runepakTUBaLueil UMMYHHO| CUCTEMbI.
Martepuans! u metopabl. [poaHanu3npoBaHbl AaHHble 680 aeTeit ¢ puarHosamu u3 kareropuu F84 (pacctpoiicTsa ayTuc-
TUYECKOTO CNEKTPa, BKAOYAA aTUMUYHbIA ayTU3M), KOTopble HAbNAANUCH B MEAULMHCKON KnuHUKe “Verum” (Pecny6au-
ka KasaxcraH) B nepuog ¢ 15 sHBaps 2023 r. no 15 utons 2024 r. iccnegoBaHune BKN0YAN0o OLEeHKY YpOBHel CepOTOHMHA
B LieJIbHOI KpOBHM, UMMYHOMOOynuHa E 1 303nHOGUABHOTO KaTUOHHOTO bGenka.

PesynbTatbl 1 BbIBOABI. Pe3ynbTaThl OLEHKMU NOATBEPAMAN, YTO Y 3HAUUTENBHON YaCTH fleTel C ayTUCTUYECKUM PacCTpOoit-
CTBOM Hab6/l0fAeTCA NOBbILEHHBIA YPOBEHb CEPOTOHUHA B KPOBM, YTO COMMACYETCA C AAHHLIMU paHee ony6aMKOBaHHbIX
nccnefoBaHnii. OTMeyeHa CBA3b MEXAY BbICOKUM YPOBHEM CEPOTOHMHA W NOBEAEHYECKUMN HAPYLIEHUAMM, TaKUMU KaK
camoarpeccus (aytoarpeccus) (WwunaHue, yaapel No rofose, LapanaHue) 1 MOTOpPHble cTepeoTUnun (NoBTopslOLWMecs
ABuxeHus). Kpome T0ro, BbifiBNEHa KOPpPeNaLna Mexay NOBbILWEHHbIM YPOBHEM CEPOTOHWUHA B KPOBU W HapyLeHUAMK
B paboTe UMMYHHOI CUCTEMBI, YTO NPOSABAANOCH NOBbIWEHHBIMU YPOBHAMU UMMYHO06YAWHA E M 303MHOGMAbHOTO KaTU-
OHHOTO 6enka. CTabunusauns GyHKLUN KeNy[RoYHO-KMULIEYHOTO TPAKTa U UMMYHHOW CUCTEMbI MPUBOAMNA K CHUXKEHUIO
YPOBHSA CEPOTOHWUHA U YMEHbLIEHWIO HEraTUBHOW CUMNTOMATUKMK.

KnioueBble cnoBa: ayTm3m, CEpOTOHUH, UMMYHHAsA aKTUBALIMA, COMATUYeCKas peabunutaums, noBegeHYecKoe HapyLueHue,
racTpo3aHTeponornyeckas gUchyHKLmMs

Ina uutuposaHua: Makcumosa A.A. T0BbIWEHHbIA YPOBEHb CEPOTOHWHA Y AETeN C PaCCTPOIACTBAMU ayTUCTUUECKOTO
CneKTpa: noBeJeHYeCcKne NPoABNEHNA N B3aMMOCBA3b C MMMYHHOI AnchYHKLMeR. PyccKkui )ypHan AeTCKO HeBpOiOrim
2026;21(1):44-9.
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Elevated serotonin levels in children with autism spectrum disorders: behavioral manifestations
and association with immune dysfunction

A.A. Maksimova

Medical clinic “Verum”; 12/1 Dinmukhameda Kunaeva St., Astana 010000, Republic of Kazakhstan

Contacts:

Aleksandra Aleksandrovna Maksimova aleksandra-krasn@mail.ru

Aim. To demonstrate that elevated serotonin levels in children with autism are linked to gastrointestinal dysfunction
and hyperactivation of the immune system.

Materials and methods. Over a period of one and a half years (from 15 January 2023 to 15 July 2024) 680 children
diagnosed with conditions classified under F84 (autism spectrum disorders, including atypical autism) were analyzed
at the “Verum” medical clinic. The study involved the assessment of whole blood serotonin levels, as well as immunological
markers such as immunoglobulin E and eosinophilic cationic protein.
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Results and conclusion. The results confirmed that a significant proportion of children with autism exhibited elevated
serotonin levels, consistent with findings from previous research. The association between elevated serotonin levels
and behavioral disturbances, including self-injurious behaviors (such as pinching, head-banging, and scratching) and
motor stereotypies (repetitive movements), was noted. Additionally, a correlation was observed between elevated
serotonin and immune system dysfunction, reflected in increased immunoglobulin E and eosinophilic cationic protein
levels. Stabilization of the gastrointestinal tract and immune system was associated with a reduction in serotonin levels
and an improvement in negative behavioral symptoms.

Keywords: autism, serotonin, immune activation, somatic rehabilitation, behavioral disorder, gastrointestinal dysfunction
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BeepeHue

CepOoTOHUMH SBJSETCS ONHUMM U3 HauboJiee IMIMPOKO
PpacrpoCcTpaHEHHbBIX OMOTEHHBIX aMUHOB, UTPAIOIIX KO-
YEBYIO POJIb B PErYJISILIUM MHOXeCTBa QYHKIIMI: OT MOTO-
PUYIKH XeTyTOYHO-KUIIIEYHOTO TpaKTa 10 GOopMUpPOBaHUS
MOBENEHYECKUX peaklMil, CHa, SMOLMIA U KOTHUTUBHBIX
npoueccoB [1]. B KoHTeKcTe ayTu3Ma BHUMaHUE K CEpO-
TOHUHY OOYCJIOBJIEHO T€M, YTO Y 3HAUMTEJIbHOM TOJIU Ma-
LIMEHTOB C pacCTPOICTBOM ayTucThudyeckoro criekrpa (PAC)
HabJIt0JaeTCcsl CTOMKOE MOBBIIIEHUE YPOBHS CEPOTOHMHA
B KPOBM — TaK Ha3bIBaeMasi TUIIepcepoOTOHMHEeMM:1. Briep-
BBI€ 3TO SABJIEHUE OBIIO OIMKcaHo elie B 1960-x romax, omi-
HaKoO JI0 HACTOSIIIIETO BPEMEHU OCTAIOTCSI HEPEIIeHHBIMU
BOIPOCHI O MPUYMHAX, MEXaHU3MaX U KIMHUYECKUX M0~
CJIEACTBUSIX 3TOro (heHOMEHa.

B psne pabot nmomuepKuBaeTcs, 4YTO TUIEPCEPOTOHM -
HeMMUs y IeTeil ¢ ayTU3MOM MOXKET ObITh CBSI3aHA HE CTOJIb-
KO C HEMpPOHAJIbHOMW TUIIEPIIPOAYKIIMEN, CKOJIIBKO C CUC-
TEMHBIMM HapylIeHUsIMHU MeTaboau3Ma, MUMMYHHOM
PEryJIsiLiIuM U COCTOSTHUEM KUILIEYHOI MUKpodopbl. Oco-
OCHHO 3TO BaXKHO YYUTBIBATh B CBETE TOTO, 4TO 10 95 %
CEepPOTOHMHA CUHTE3UPYETCS HE B TOJIOBHOM MO3re, a B KH-
LIEYHUKE, 1 UMEHHO TaM IPOUCXOISIT OCHOBHBIE PETyJisi-
TOpHBIE MPOLECCHI, 3aTparuBalole CepOTOHUHOBBIN
obMeH [4, 5]. Ucxonst U3 3TOro, CTaHOBUTCS aKTyalbHbIM
HCCIIeOBAaHUE CBSI3U MEXIY YPOBHSIMU CEPOTOHUHA, UM~
MYHHOM aKTUBallMel U MOBeAeHYECKUMU MTPOSIBJICHUSIMU
y neteii ¢ PAC.

Ienb MccaeaoBaHusa — MOATBEPXKICHME MTPEATIONOXKE-
HUS O TOM, YTO BBICOKMI1 YPOBEHb CEPOTOHMHA B KPOBU
y neteit ¢ PAC cBsi3aH ¢ nUCHOYHKIIMEN KeTyI0uHO-KU-
LLIEYHOT'O TPaKTa U TUTIepaKTUBALIE ! UMMYHHOI CUCTEMBI.

Marepuanbl u metogbl

HccnenoBaHue mpoBoaUJIOCh B EpUo ¢ 15 aHBaps
2023 . mo 15 utonsg 2024 1. Ha 6a3e MEIMLIMHCKON KJIMHU-
k1 «Verum» (Pecrryonuka Kaszaxcrtan). B uccinegoBanue
OBLIM BKJIIOYEHBI J€TH OOOMX IMOJIOB B BO3pacTe OT 3
1o 12 net, ¢ KIIMHUYECKUMU JUArHO3aMU U3 KaTerOpuii:

F84 — PAC; F80 — crienudpuyeckue paccTpoiicTBa pa3Bu-
TUS peuu U s3bIKa; F90 — runepkuHeTHIecKoe paccTpoii-
cTBO [3].

Kputepun BKIIOYCHUS: HAIMYKE KIMHUYECKOTO M-
arHo3a M3 yKa3aHHbBIX KaTeropuii, Bo3pacT oT 3 no 12 ser,
MHGOPMUPOBAHHOE COMIACUE POIUTEIIEH Ha y9acTHe AeTei
B UICCJICIOBAaHUM.

Kputepuu UCKIIIOYEHYSI: OTKA3 OT AaJIbHEUIIETo yJa-
CTUSI B CCIICI0OBAaHNU, HECOOIOIEHNE YCIIOBHUI POBEIe-
HUS peaOMIIMTallMOHHOM ITPOrpaMMBbl, HAJTMYME TSDKEITbIX
COMAaTUYECKUX WM IICUXUIECKUX COCTOSTHUI, TIPEIISTCT-
BYIOIIIMX YYaCTHIO.

B uccnenpoanuy mpuHsun yyactie 680 mereii, 3 Ko-
TopbiX 194 mauueHTa ¢ BbIpaXKeHHBIMU MPU3HAKAMM TU-
MePCEPOTOHMHEMUH ¥ TUTICPAKTUBALIMM UMMYHHOM CHUC-
TeMbl OBLIM BKJIIOYEHBI B IIOCJIEAVIOIIWI aHaIu3
pPE3yJIbTaTOB peadIMTALIMOHHOI ITPOTrPaMMBbI.

YyacTHUKaM MPOBOIUJIUCH CIIEAYIOIINE UCCIeI0Ba-
Hus: 1) onpenesieHre YPOBHS CEpOTOHMHA B LIEJIbHOI KPO-
BM METOIOM BBICOKO3(()EKTUBHOM XMIKOCTHOM XpoMa-
Torpaguu; 2) onpeaeiaeHue ypoBHeir UMMYHOTJIO0Y/IMHA
E (immunoglobulin E, IgE) 1 s03nHO(MMILHOrO KaTUOH-
Horo 0enka (eosinophil cationic protein, ECP) meTomom
3JICKTPOXEMUIIOMUHECIICHTHOTO aHaIn3a; 3) aHKeTHPO-
BaHUE POAUTENIeH, BKIIOYAIOIIee OLIEHKY YaCTOTHI U BbI-
PaxkeHHOCTH 3MU30I0B CaMOarpecCuu, ABUTaTEIbHBIX
CTEPEOTUINIA, HApYIICHUI CHA, pa3apaXkKUTeIbHOCTH,
pPAcCTPOMCTB TMUILEBAPEHUSI M CEHCOPHOU YYBCTBUTEIIb-
HOCTHU.

CratucTuyeckass 00paboTKa JaHHBIX BBIMOJHSIACH
C UCIOJIb30BaHUEM IiporpaMmbl Statistica 10. [TpumeHs -
Juch KoadduumeHT koppenasuuu CrimpMmeHa (p), -Kpu-
Tepuii CThIOIGHTa, YPOBEHb CTATUCTUYECKOM 3HAUUMOCTH
(p) <0,05.

s oLleHKU TMHAMUKY ITOBEAEHYECKUX HapyIlIeHU I
MPOBOAMJIOCH aHKETUPOBAHUE DPOAWTENIC MO IIKae
U3 5 CUMIITOMOB, KaXXAbIii M3 KOTOPBIX OIIEHUBAJICS
B 1 Oasl1 mpu HaIMYKM MpU3HaKa. MakcruMaabHOE KO-
YyecTBO OaJII0B — 5.
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[Ipu onmrcaHUU CUMIITOMOB PacCMaTPUBAIICH CIICTY-
IOIIIME KATeTOPUH:

1. Camoarpeccust — anu304bl HaHECEHUs cebe TpaBM
(yZmapsl 110 TOJIOBE, TIOKYChIBAHUE U 1IP. ).

2. JIBuraTeabHbIe CTEPEOTUITMN — ITIOBTOPSIIOLIECS TBU -
JKeHUsI (MaxaHue pyKaMu, pacKauMBaHUsI, OeT 110 Kpy-
Ty M T. I1.).

3. HapyiieHust cHa: TpyoZHOCTH C 3aChITAaHUEM, YaCThIe
HOYHBIE ITPOOYKIACHNS, KOIIIMapBhI.

4. Pa3npaXkMTeIbHOCTh M BCITBIIIKY arpecCUy — HETIpe-
CcKazyeMble SMOLIMOHAJIbHbIC peakKluy Ha He3HAUYM-
TEJIbHBIC CTUMYJIBI.

5. ZKaymoObl Ha nvILIeBapeHre: METEOPU3M, 3aITOphl, 00U
B XXMBOTE, OTKAa3 OT ITpyUeMa U1,

HMHTepnperalids pe3yJbTaToB BKIIloYaia ClIeayIolre
rpagauuu: 0—1 6au1 — roBeAeHYECKUE MPOSIBIIEHUS B Ipe-
JeJlax HOpMbI; 2—3 Gajjia — yMepeHHasl BhIPaXKeHHOCTh
HapyleHMit; 4—5 0aJlJI0B — 3HAYUTE/NbHAasl BbIPaXKEHHOCTh
MOBEACHYECKUX ITPOOIEeM.

AHKETUpOBaHUE TPOBOAWIOCH IO M TIOC]Ie Kypca pe-
a0WIMTALIMOHHOM Tepanuu. Pe3yabraThl MCIIOIb30BaIUCh
JIJISI TIOCTPOEHMST KOPPEJISLMiA ¢ TaOopaTOPHBIMU MOKa3a-
Tessamu (ypoBHU cepotoHrHa 1 IgE), a Takoke 1151 oueHKu
3(HEKTUBHOCTU peadUIUTAIMOHHOM MPOTrpaMMBI.

Pe3synbTathbl

Pe3yabraTbl 00c/1e10BaHKS 10 HAYAJIA Pea0UIHTAIMOH-
Hoii mporpaMmbl. Y 194 (28,5 %) u3 680 obcaemoBaHHBIX
JIeTell BBISIBJIEH YPOBEHb CEPOTOHMHA, IPEBHIIIAIOIINI
HOpMAaTHBHEIE TToKa3aTeau 6onee yeM Ha 30 %. Y 126
M3 HUX OJHOBPEMEHHO PETMCTPUPOBAIOCH IMOBBIIIEHUE
ypoBHeii IgE (B cpenHem B 1,8 pa3a oT Bo3pacTHOI HOPMBbI)
u/unn ECP, uTto pacueHHuBaaoch Kak CBUAETEILCTBO aK-
TUBHOTO BOCHAJICHUs, BO3MOXHO, aJlJIeprUYeCcKOro
WJIY ITapa3uTapHoro reHesa. Y 98 % neteii aToii moarpyI-
bl B aHAMHE3€¢ OTMEYaJIUCh XKajao0bl Ha AUCKOMGOPT
B XXMBOTE, 3aII0PbI, B3IyTUE U HEITEPEHOCUMOCTh OTAEC/Ib-
HBIX MPOAYKTOB [9].

JeTn naHHOM MOATPYIIIbI IeMOHCTPUPOBAIN Hanbo-
Jiee BEIpaXKeHHBIC TTOBEeIcHYECKME KIIMHUYEeCKIE HapyIe-
Hust: B 87 % ciydaeB ObLIM 3aperMCTPUPOBAHBI STTU30.IbI
camoarpeccuu (yaapsl MO rojloBe, YKYChl, ApalUHBI),
B 78 % — BbIpaXX€HHbBIC IBUTATEIbHbBIC CTUMBI (CTEPEOTH -
nmuu), B 65 % — HOYHBIC CTpaxyd M HapylleHUs CHa,
B 60 % — TpYIHOCTHU C TIepeKITIOUeHUEM BHUMAaHUSI U pa3-
TIPaKUTETBHOCTE [2, 6, 8]. [TonmydeHHbIe JaHHBIE TO3BOJI -
JIV TIPEATIONIOKUTh, YTO TUIIEPCEPOTOHMHEMUST MOXET ObITh
BTOPMYHBIM MapKepoOM Jie3adanTallMOHHBIX IIPOLIECCOB
B OpraHM3Me, UMEIOIINX COMAaTUYECKYIO IIPUPOY.

[IpoBeaeHHBII KIIMHUKO-JIA00paTOPHBIN aHAIU3 T10-
3BOJIVJI BBIIBUHYTD IPEATIONIOXECHHUE, COITIACHO KOTOPOMY
TUIIEPCEPOTOHMHEMMS Y NETEH C ayTM3MOM HEPEIKO SIB-
JIIeTCS HE CAMOCTOSATEIbHBIM HapyIIEHUEM, a OTPaKEHM -
€M DIYOMHHBIX COMaTHYECKUX IIpolieccoB. [1pexie Bcero,

1

pedb UIET O BOCTIAJICHUM KUIIIEYHOM CTEHKU, HapyIIeHU
MMKPOOHOTO GajlaHca M aKTUBALIMU IIPOBOCTIAIMTETbHBIX
LIMTOKMHOB, KOTOPBIE CTUMYJIUPYIOT CUHTE3 U BBIOPOC
CEpPOTOHMHA 3HTepoxpoMadGUHHBIMU KiieTKaMU. TakuM
00pa3oM opMupyeTcs cieayolas maToreHeTuIecKast
ITOCJIEIOBATEIBHOCTD: HapyIlleHUe (PYHKIIUU XKeTyT0UHO-
KUIIEYHOIO TpakKTa (BKJIIOYasi AMcOMO03, Tapa3uTapHbIe
WHBa3WU ¥ TUTTOMOTOPHYIO TUCKMHE3UIO) IPUBOIUT K XPO-
HUYECKOMY BOCHAJICHUIO HU3KOW CTEIIEHU aKTUBHOCTH,
YTO, B CBOIO OYepeb, MHUIIMUPYET UMMYHHYIO aKTHBa-
LIMIO0, COITPOBOK/IAOIIYIOCS TTOBBIIICHUEM YPOBHSI CEpO-
TOHMHA, TTOCJICAYIOIIel JecTab In3alueil TOBeACHUECKOM
PEeryJIsiliuM ¥ Ype3MEpPHON aKTUBALMEH LIEHTPaJIbHOMN
HepBHOI cucTeMsl [5, 10].

Onucanne peadWIMTAIMOHHOI porpammsl. [Iporpam-
Ma peabwiIMTalMu pa3pabaThiBasiach WHAMBUAYAJIbHO
U umiach 4 Mec. KimoyeBbIMU 3J1eMEHTaMU CTaJIU CIISTY -
IOIIIME OCTEOIaTUYECKNE U KOPPEKIIMOHHbIE METOIUKU:

1. CTpyKTypHast KoppeKius Tejla (KpaHHOoCaKpalbHasI
Tepamnus), a TakKKe OCTeoIaThudecKas KOPPEeKIIUs,
BKJTIOYa0Iasi MModacuaabHO-TUMGbOIPEHAKHBINA,
JIe4eOHBII 1 BUCLIEPAIbHBIN Maccax Mo KOHTPOJIEM
HEMPO3HEPrOKapTUPOBaHUS (B COOTBETCTBUU C €Bpa-
3uiickuM mateHToM No (046219). Bty MeToabl ObLIN
HampapJieHbl HA CTA0WIN3ALINI0 BETETATUBHON HEPB-
HOW CUCTEMBI M1 HOPMaJIM3alliI0 MBIIIIEYHOTO TOHYCA.

2. KoHcynbranus jop-Bpava, BKJIIoUasi TOceBbl Ha (J10-
PY 4 TIOCJISIYIONIYIO CaHaLMIo (JIedYeHUe 3a00J1eBaHMiA
JIOP-OPTaHOB B CJIy4ae BBISIBJICHUS BOCHIAJIMTEIbHBIX
MPOLIECCOB).

3. «<AYTOUMMYHHBI MMPOTOKOJ MUTAHUS», MUHUMU3U-
pYIOIIMIA TTOTpebJIeHne III0TeHa, Ka3erHa U caxapa,
C YYETOM MHAMBUAYAJIBHOM ITEPEHOCUMOCTH U OHO-
XMMUYECKMX IT0Ka3aTesIeii KpOBHU.

4. MenukaMeHTO3Has MOAAepKKa, BKIIOYABIIIAst ITPOTH -
BOIlapa3uTapHbIC CPEACTBA, TEIATOIPOTEKTOPHI, JKeJI-
YETOHHbIE MpeNapaThl, MPOOMOTUKH MOCIEIHETO 10~
KOJIEHMS M HATypaJbHble UMMYHOCTUMYJISITODHI.

5. HeitpomeTabonauueckas rmoaaepkka, BKIIOYaBIlIasi
BUTaMUHBI Tpynnbl B, oMmera-3 >KUpHbIE KUCIOTHI,
MarHMii, TIperaparsl IJIsi MUTOXOHIPHAIbHOM MOAIep-
KK (AaHTUOKCUIAHTHI).

PesyabraThl 00c/ieioBaHKs NOC/IE Kypca peadHIMTaIuH.
[ToBTOpHOE 06C/IETOBaHME TTPOBOIMIIOCH CITYCTs 4 Mec
OT Havajia peabMJIMTAalIMOHHOIO Kypca M BKJIIOYAJIO I10-
BTOPHBIE JTaOOpaTOPHbIC aHAIM3bI, AHKETUPOBAHUE PO -
TeJlel MalUeHTOB M KIIMHUYECKYIO OLIEHKY OOIIETr0 COCTO-
saust. OHO TTOKa3ajao 3HaYMMBbIE U3MEHEHMSI B TPYIIIE
u3 194 nereit. JIMHaMuKa KIMHUKO-1a00OPATOPHBIX U MO~
BeJICHYECKMX IoKa3areJeil mpeacrasieHa B Taos. 1. Hau-
OoJee 3HaYMMbIC U3MEHEHMSI (TI0JI0XKMTEIbHAST TMHAMUKA)
ObUIM 3a(DUKCHPOBAHBI Y MTALIMEHTOB, Y KOTOPBIX B HAYAJTb-
HOI1 (hase oTMeYaInCh HarboJIee BhIPaXKEHHBIC UMMYHHBIC
«CIBUTHW» Y HAPYIICHUS ITOBEACHUS.
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Tabmaua 1. Junamuxa kauHuK0-1a60pamopHbIX nokazamenell y demeil ¢ eunepcepomorunemueli 0o u nocae Kypca peaburumayuu
Table 1. Dynamics of clinical and laboratory parameters in children with hyperserotoninemia before and after the rehabilitation course

Parameter

CpenHuit ypoBeHb CEpOTOHMHA, HMOJIb/T*
Average serotonin level, nmol/1*

TloBbIlIEHHBII ypoBeHh UMMYHOII00YIMHA E, %
Elevated immunoglobulin E level, %

Dnu3o1b! camoarpeccuu, %
Episodes of self-aggression, %

Hapymenus cHa, %
Sleep disorders, %

Kamo6s1 Ha HapyeHre MYHKIIMY XeTyT0YHO-KUIIed-
HOTO TpakTa, %
Complaints about gastrointestinal tract dysfunction, %

Before rehabilitation (n = 194)

After rehabilitation (n = 194)

320 185
65 24
87 22
65 17
98 34

*[lo danHbiM AumMepamypsl, pegpepeHcHblli OUAna3oH ypoeHsi cCepOMOHUHA 8 UeabHOll Kposu cocmaensem npumepro 180—900 nmonv/n
Y 83pocabix; y demell 3HAHEHUs MO2YM 8APbUPOBAMb 8 3A8UCUMOCIU OM 803PACMA U Memooa onpedenerus.
*According to literature, the reference range for serotonin levels in whole blood is approximately 180—900 nmol/L in adults; in children, values may vary

depending on age and the method of determination.

J7151 OLIEHKU CBSI3U MEXIY IMOBEASHYSCKUMU HapylIle-
HUSIMU M OMOXMMMYECKUMMU TTOKa3aTeIsIMU ObLT pacCUUTaH
K03 duLmeHT Koppessiuuu CriupMeHa MexXIy CyMMapHbIM
0asIoM I0 aHKeTe U YPOBHSIMHU cepoToHUHa 1 IgE.

AHaiu3 MOJYyYeHHBIX JaHHBIX MOKa3all, YTO MEeXIY
CyMMapHOI1 0aJlTbHOM OLIEHKOM MOBEASHYECKNX Hapylle-
HUI U YPOBHEM CEPOTOHMHA B KPOBU CYIIIECTBYET CTaTUCTU-
YeCKM 3HAYMMasl MOJIOKUTeIbHAsl KOPPEJISILIMOHHAS CBSI3b.
DT0 03HAYaeT, YTO 110 Mepe YBEJIMIECHUST YPOBHS CEPOTOHU-
Ha y pedeHKa BO3pacTaeT BhIPAXKEHHOCTb MOBEASHYECKOMN
CHMIITOMATUKM, BKJTIOUAst CaMOArpeccuio, HapyleHus CHa,
JIBUTaTeJIbHbIE CTEPEOTUITMU 1 cOoMaTUdecKue kanoonl. Ko-
adunmeHt koppensiuu CrnupmeHa (p) coctasuia 0,56
npu ypoBHe 3HauuMoctu (p) <0,01, 4TO CBUACTEIILCTBYET
0 JIOCTOBEPHOCTH BBISIBIEHHOW 3aBUCHMOCTH.

Kpome Toro, BeIsiBJIeHa MTOJOXKUTEIbHAS KOPPETSALIMS
MeXy 0aJUTbHOM OLIEHKOI HapylIeHW U KOHLEHTpalu-
et IgE, oTpaxarmwiieii UMMYHHYIO TUIEPAKTUBHOCTb.
B sTOoM ciiyyae Ko3pGULUEHT KOPPEASILUU COCTaBUII
0,42 ripu p <0,05, yTo TakKe MOATBEPKAaeT HATMYKE CBSI-
31 MeXNy BbIpak€HHOCTbIO UMMYHHOI'O OTBETa U TOBE-
JIEHYECKUMU TTPOSIBJICHUSIMU. DTO MOATBEPXKIAET, YTO BbI-
PaXEHHOCTb MOBEIEHYECKUX CUMIITOMOB Y aeteil ¢ PAC
MOXET OBITh OIIOCPeOoBaHAa OMOXUMUYECKUMU MEXaHU3-
MaMu, B YaCTHOCTH COCTOSIHUEM T'MIIepCEPOTOHUHEMUU
U TMIIepaKTUBALUM UMMYHHOU CUCTEMBI.

CpaBHeHue ypoBHelt cepotroHuHa u IgE y gereit
IO U TIOCJIe peadWIMTaluM ITPeACTaBIeHO Ha puc. 1, yacTo-
Ta BCTPEYaeMOCTH XKaJo0 Ha CaMOarpeccuio 1 CUMITOMBI
CO CTOPOHBI XeJYA0YHO-KHUIIIEYHOTO TpaKTa 0 U Mociie
peadbuauTanuu — Ha puc. 2.

Y OONBIIMHCTBA OeTei, MPOILIEAIINX MOJIHBIIA KypcC
peadbwIMTaLKU, HabII01aJI0Ch YMEHbIIIEHUE M HOpMaJIv-
3alMsl ypOBHS cepoToHUHA: Y 122 u3 194 mokasarenu Bep-
HYJIMCh B BO3PACTHYIO HOPMY WJIM TIPUOIUZWINCH K HEM.
YV 3HauMTeNbHOM YacTy MaleHTOB, B yacTHOCTU y 108 ne-
Teii, ImapajuleJJbHO OTMEYeHO CHIKeHUe ypoBHeil IgE
u ECP, uto cBUIETEILCTBOBANIO 00 YMEHbBIIEHUU BhIpa-
JKEHHOCTU UMMYHHOI aKTUBAaIlMU W BOCITAJIUTEIBHOTO
¢oHa.

KiuHnyecky M3MeHEeHUsT MPEACTaBICHbI YMEHbIIIE-
HUEM BBIPAXXCHHOCTH TOBEACHYCCKUX HapyLICHMI.
Y 87 neteii anM30bI CAMOArpeCCUM MPEKPATUIUCH TTOJI-
HOCTBIO MJIU CTaJI BOBHUKATh 3HAYMTEILHO PexXe U ObUIH
MeHee MHTEHCUBHBIMU. POIuUTE M MalIMEHTOB COOOIIAIN
0 CTaOMIM3ALIK SMOLIMOHAILHOTO (DOHA, CHUXKEHUH pa3-
JIPaXKUTEAbHOCTH, VIIyUILIEeHUU KOMMYHUKauuu. ¥ 73 ne-
Tel yJIyYIIMIIOCh Ka4eCTBO CHA, MCUYE3/IN WK 3HAYUTEb-
HO YMEHBIIMJIUCH IO YaCTOTE MU30/Ibl HOYHBIX CTPAXOB.
IToBbIcHIaCh MEPEHOCUMOCTD CEHCOPHBIX Pa3npakKUTEIIEH,
U YJIYYIIAIach CIOCOOHOCTD K afanTallii B HOBOI 00CTa-
HoBKe. Hapsiny ¢ 3TuM y 66 naimeHToOB HOpMaIu30Bajlach
paboTa KUIIIeYHUKA, YIYIIIJICS allleTUT, UCYE3IIH XKalo-
ObI Ha 0OJIN B XKUBOTE.

KoppensiMoHHbIN aHaIM3 MEXIY pe3yJIbTaTaMK aH-
KETUPOBAHUS U JJaOOpaTOPHBIMU TTOKA3aTeJIIMU IPOBO-
JIUJICS C UCIIOJIb30BaHUEM Koa(pduuueHta CrimpMmeHa.
Haub6oee BpIpaskeHHbIC B3aMMOCBSI3U BBISIBJICHBI MEXKTY
ypoBHSIMU cepoToHuHa U IgE, a Takke MeXny ypoBHEM
CEpPOTOHMHA U TTOBEACHYECKON CMMIITOMATUKOM.

KoppensiMoHHbIN aHaIM3 TOATBEPANI, YTO CHUXKE-
HUE YPOBHS CEPOTOHMHA CTATUCTHMYECKHM 3HAYMMO CBSI3a-
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Puc. 1. Vposru cepomonuna 6 ueavroil kposu (HMoAb/1) U UMMY-
Hoeno6yauna E (%) y 0emeii 0o u nocae npoxoxcoenus peaduiuma-
YuonHol npoepammol. Ommeuaemes 3HAUUMENbHOE CHUNCEHUE 000~
ux nokazameneii 6 uHamuxe

Fig. 1. Whole blood serotonin levels (nmol/L) and immunoglobulin E (%)
in children before and after the rehabilitation program. A significant decrease
in both indicators in dynamics is noted

HO C PErpeccoM MOBEACHUYECKIX CUMITTOMOB: K03(duim-
eHT Crnimpmena coctrasui 0,68 (p <0,01). CHuXeHuUe
ypoBHsI ECP Tak:ke 10CTOBEpHO KOPPEIUPOBAIO C yMEHb-
IIeHUEeM MOTOpPHOI pacTopMoxeHHocTu (p = 0,54;
p <0,05). DT gaHHbIe MOAKPEILISIOT KIMHUYECKOE Ha-
OyrofieHKE, COTJIACHO KOTOPOMY YJIydllIeHUe coMaTuye-
CKOTO COCTOSTHUSI HAIIPSIMYIO OTpakaeTcsl Ha TICUX03MO-
LIMOHAJIbHOM Mpoduiie pebeHKa.

[Mono6HbBIe Mccen0BaHMSI TTO3BOJISTIOT pacCMaTPUBATh
ayTU3M KaK CUCTEMHOe 3a0ojieBaHME, 3aTparuBaloliee
HE TOJIbKO MO3TOBYIO, HO M COMAaTMUYECKYIO PETYJISIIUIO.
HMMMyHHBIE, racTpO3HTEPOJIOIrMYECKIE Y META0OIMUECKIE
KOMITOHEHTHI BHOCAT CYIIIECTBEHHBI BKJIaJ B KJIMHUYE-
cKyto kaptuny PAC.

Hanpotus, koppekiius UMMYHHOTO DoHa, caHaIus
KEJYIOYHO-KUIIIEYHOTIO TPaKTa M YJIydllleHUue BUCIIE-
PaJIbHOM PEeryJsiliuU MO3BOJISIOT BIUSTh Ha KIIOYEBHIS
MaToreHeTH4YeCKre 3BeHbs 3a00j1eBaHus. [umnepceporo-

1. Bopo6neBa A. HeiipoummyHosorust nerckoro Bospacta. M.: MUA,
2019. 238 c.
Vorobyova A. Neuroimmunology of Childhood. Moscow: MIA,
2019. 238 p. (In Russ.).

2. XKapkosa C.I, [lertapesa JI.U. [ToBeaeHUecKre HapylIeHUS
U coMaTtuvecKasi MaToyIorus pu aytusme. 2KypHaia HeBPOJIOTHHT
u nicuxuatpuu uMm. C.C. Kopcakosa 2021;121(10):28—33.
Zharkova S.G., Degtyareva L.1. Behavioral disorders
and somatic pathology in autism. Zhurnal nevrologii i psikhiatrii
im. S.S. Korsakova = S.S. Korsakov Journal of Neurology
and Psychiatry 2021;121(10):28—33. (In Russ.).
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Puc. 2. Yacmoma ecmpeuaemocmu xcano6 wa camoaepeccuio (%)
U CUMRMOMbL CO CHOPOHbL HCeAYOouHO-Kuueunoeo mpakma (%)
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uaemcs cyuiecmeeHHoe ymeHblleHue nogedeHuecKux u comamuye-
CKUX HapyuleHuil 8 OuHamMuKe

Fig. 2. Frequency of complaints of self-aggression (%) and gastrointestinal
symptoms (%) before and after the rehabilitation program. A significant
decrease in behavioral and somatic disorders in dynamics is noted

HUHEMMUST B TAKOM KOHTEKCTE He MPMYMHA, a GMoMapKep
HeOJ1aronoJyyus, Ha KOTOPhIi BO3MOXHO BO3IECTBO-
BaTh [2, 7].

BbiBoabI

TunepceporonnHeMus y nereii ¢ PAC moxeT paccma-
TPUBATBCS HE KaK M30JIMPOBAaHHOE IICUXOHEBPOJIOTMIECKOE
COCTOSIHME, a KaK OMOMapKep CUCTEMHOI0 BOCHAJICHUS
1 UMMYHHOI akTuBaluu. [IpoBeneHHas peabuauTaluoH-
Hasl TIporpaMMa, HaIlpaBJeHHasi Ha BOCCTaHOBJICHUE
(GYHKIIMM XKeJTyTOoYHO-KUIIEYHOTO TPaKTa, CHIXKCHHE
BOCHAJIEHUS U TApDMOHM3ALIMI0 UMMYHHOI'O OTBETa, IpU-
BeJla K CHIDKEHMIO YpoBHel cepoToHurHa u IgE, a Takxke
K pErpeccy KJII04YeBbIX TOBEICHUECKUX HAPYIIICHUIA.

PesynbraThl MccemoBaHus MMOATBEPKIAOT HEOOXO-
JMMOCTb MEXIUCIUIUIMHAPHOTO MOAX0Aa B TMarHOCTUKE
u Tepanuu PAC, BKIro4yasi CoMaTUUECKY10, TaCTPO3HTEPO-
JIOTUYECKYIO M UMMYHHYIO KOPPEKIIUIO.

3. KiimHn4eckne peKOMEHIAIMHK 110 IUATHOCTUKE U TePATTK
PacCTPOMCTB ayTUCTUYECKOTO CIIEKTPA Y JAETEH.
[Mon pen. B.B. Tkauenko. M.: ®I'BY «<HMULI ITH
uM. B.I1. CepGckoro», 2022.
Clinical Guidelines for the Diagnosis and Treatment of Autism
Spectrum Disorders in Children. Ed. by V.V. Tkachenko. Moscow:
FGBU “NMITS PN im. V.P. Serbskogo”, 2022. (In Russ.).

4. Anderson G. Serotonin in autism spectrum disorder: key role
of gut—brain axis. Int Rev Neurobiol 2015;269—87.

5. Coury D.L., Ashwood P., Fasano A. et al. Gastrointestinal
conditions in children with autism spectrum disorder: developing
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Mporpeccupytowas moiweyHas auctpodusa [oweHHa — Taxenoe X-cLuenieHHoe HaCcNeACTBEHHOE HEPBHO-MbILEYHOE 3a-
6onesaHue. OHO 06ycNOBNEHO MyTaUMaMM B reHe DMD, kogupylolem 6enok guctpoduH. 3abonesaHne xapakrepusyercs
paHHWUM HAYanoM MbIWEYHON CNABOCTU B MPOKCHUMASIbHBIX OTAENAX KOHEYHOCTEN, NoTepeit cnocoBGHOCTM K CaMOCTOATE b~
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B0 IT unu III pekape xu3Hu.

[lo HeplaBHero BpeMeHu naLMeHTaMm HazHayaau TONbKO CUMNTOMATUYECKOE NIeYeH e, HanpaBieHHOe Ha 3aMeANeHmne nNpo-
rpeccupoBaHus 3abonesaHus. B HacTosee BpeMs NOABUAOCH HECKOIbKO NATOreHETUYECKMX IeKapCTBEHHbIX NPEenaparos,
HanpaBJieHHbIX Ha BOCCTaHOBNEHME CUHTe3a Genka AucTpoduHa (MUKpoaucTpoduHa). OAMH M3 HUX, AenaHJUCTPOreH
MOKCenapBoBekK, npeacrasaseT coboil TepaneBTMYECKOE CPEACTBO Ha OCHOBE HepenanuMpyloLWerocst peKOMBUHAHTHOMO
afileHoaccouuupoBaHHoro Bupyca AAVhr74.

B cTatbe npegctaBneH onbIT NPUMEHEHMA npenapata LenaHLUCTPOreH MoKcenapBoBeK y 17 mauueHTOB C MbIWEYHO
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3amef/ieHne NporpeccupoBaHus 60Ne3HMU, YTO NPOABASAETCA CTabUNU3aLMeRd UAK yaydIEHNEM [BUrATENbHLIX DYHKUMUA.
Y BCex nauneHToB NpUMEHEHME LAHHOTO Npenapara 6bl10 6e30MacHbIM, He BbIABEHO CEPbE3HbIX HEXENATEbHbIX ABNEHUI,
CBAI3aHHbIX C €70 NPUMEHEHUEM.

KnioueBble cnoBa: fenaHancTporeH MoKcenapBoBeK, MUKPOAUCTPOhUH, reHHas Tepanus, DMD, wkana «CeepHas 3Be3ga,
6e30nacHOCTb, 3 PEKTUBHOCTL

IOna uutupoBaHusa: Muxaitnosa C.B., Abgynnuna M.3., Botakosa H.A. u gp. OueHka addeKkTUBHOCTU U Ge3onacHOCTH
NpUMEHeHUs MUKPOAMCTPOPUH3AMECTUTENbHON Tepanuu npenapaTtom AenaHfUCTpOreH MOKCEeNapBOBEK Y NaLMeHTOoB
C NporpeccupyolLeit MblweyHo auctpoduein lioWweHHa B peanbHO KNMHUYECKO NpakTUKe. PYcCKnii )ypHan LeTcKom
HeBposorun 2026;21(1):50-60.

DOI: https://doi.org/10.17650/2073-8803-2026-21-1-50-60

Evaluation of the efficacy and safety of microdystrophin replacement therapy
with delandistrogene moxeparvovec in patients with progressive Duchenne muscular dystrophy
in real-life clinical practice

S.V. Mikhaylova® 2, M.E. Abdullina’, N.A. Votyakova', M.V. Zazhivikhina,! E.L. Usacheva’, E.E. Petryaykina’


https://creativecommons.org/licenses/by/4.0/

IIETCKOM
HEBPOAOI'MU

Russian Children’s Clinical Hospital — branch of the N.I. Pirogov Russian National Research Medical University, Ministry of Health
of Russia; 117 Leninskiy Prospect, Moscow 119571, Russia;
2Research Centre for Medical Genetics; 1 Moskvorechye St., Moscow 115522, Russia

Contacts:

Svetlana Vitalyevna Mikhaylova svetychvital@mail.ru

Progressive Duchenne muscular dystrophy is a severe progressive X-linked hereditary disease caused by mutations in the
DMD gene encoding the dystrophin protein. The disease is characterized by early onset of muscle weakness in the proximal
limbs, loss of the ability to walk independently, followed by damage to respiratory and cardiac functions, and premature
death of patients in the second or third decade of life.

Until recently, patients were prescribed only symptomatic treatment aimed at slowing down the progression of the disease.
Currently, several pathogenetic drugs have appeared aimed at restoring the synthesis of the dystrophin protein
(microdystrophin). One of them, delandistrogen moxparvovec, is gene therapy drug based on a recombinant
adeno-associated virus (AAVhr74).

The article presents the experience of using Delandistrogen moxparvovec in 17 patients with Duchenne muscular dystrophy
aged 5 years 8 months to 9 years and 1 months. Preliminary data indicate a possible slowdown in the progression
of the disease, which is manifested in stabilization or improvement of motor functions. In all patients, the use of this
drug was safe, there were no adverse events associated with this therapy.

Keywords: delandistrogene moxeparvec, microdystrophin, gene therapy, DMD, North Star Ambulatory Assessment, safety,
efficacy
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BeepeHue

IIporpeccupytoiias MbiiedHass gucTpodus JdroleH-
Ha (M) — Tsxxenoe X-cLeEMIeHHOEe HacAeACTBEHHOE
HEPBHO-MBIIIIEYHOE 3a00jeBaHKe. OHO 00YCIOBICHO MY-
TauusiMu B reHe DM D, koaupymolieM 0e10K TUCTPOPUH.
3aboJieBaHNE XapaKTePU3yeTCs pAHHUM HavaJaoM MBbIIIeY-
HOI ¢1a00CTU B MPOKCUMAIbHBIX OTIeIaX KOHEUHOCTEH,
MOTepeii CIIOCOOHOCTH K CAMOCTOSITEJIBHOM X0Ib0E C T10-
CJIEAYIOIIUM TTOpakKeHUEM JbIXaTeIbHOM U CepaeYHOM
(byHKUMI U TpeXIeBpeMEHHON CMEpPThIO IallMeHTOB
Bo Il wnu 111 nexane xxu3nu [8, 14].

C MomeHTa orrcanus 6oie3HH (1860-¢ Toapl) 1 OTKPHI-
Tust reHa DMD (1986 ) M1J1 oTHOCHJIY K TPYIIIE HEU3JIe-
YUMBIX 3a0ojieBaHuil. [laimeHTaM Ha3zHa4yaad TOJbKO
CHUMNTOMATUYECKOE JICYCHHE, HAIPaBJIIECHHOE Ha 3aMel-
JICHUE MPOrpeccupoBaHus 3a00jIeBaHUs, BKIIIOYaBIIEe
MPYMEHEHUE TTIIOKOKOPTUKOCTEPOUIOB, PECIIMPATOPHYIO
MOAIEPKKY, OPTOIIEANIECKIE BMEIIATSIbCTBA U MYJIBTH -
MUCUUTUIMHApHOE KOMIUIEKCHOe HabmoneHue [4]. [Toss-
JIEHUE BBICOKOTEXHOJIOTUYHBIX MOJICKYJIIPHBIX METOIOB,
TakKMX Kak MoauduKauus CIUlaiicuHra (MCKIYeHHe
KOHKPETHOTI'0 3K30Ha BO BpeMsI IIPOLIECCUHTa MAaTPUIHOMN
PHK), xoppexuust TpaHcasiiuu (00X0a MpexaIeBpeMeH-
Horo cTor-koaoHa MatpuuyHoit PHK) u renHas Tepanus,
OTKPBLJIO HOBBIC MEPCIIEKTUBBI B JICYUEHUU ITOTO IPO-
rpeccupyloniero, paHee HeKypabdeJlbHOro 3adojieBaHus
[5, 15].

Oco0oe BHMMaHKE B MOCJIEIHUE TOIBI YIEISIOT TeH-
HOW Tepanuy Ha OCHOBE PEKOMOMHAHTHBIX aJIcHOACCOII -
HMPOBaHHBIX BUPYCOB (TAAV), HallpaBJIeHHOM Ha JOCTaBKY
reHa YKOPOUYEHHOTO BapraHTa TUCTpoduHa (MUKPOIUC-
TpodHHA) B CKEJIETHBIC Y CEPACYHBIC MBIIIIIHI ITAIIUCHTA.
IlepBas renHas tepanust M1/ mpenapaTom Ae1aHAUCTPO-
reH MokxcemnapBoBek (JIM) Oblna 3aperucTpupoBaHa
VYIpaBiieHHMEM T10 CAaHUTapHOMY Haa30py 3a KauyeCTBOM
nuieBblX npoayktoB u MeaunkameHToB CIIA (Food
and Drug Administration, FDA) B 2023 . B 2024 1. off-label
MpUMEHEHHUE JAaHHOIO IIperiapara CTajo JOCTYIHBIM
JUIst maneHToB B Poccuiickoit denepaliiu B paMKax o-
MOIIY AETIM C XPOHMYECKUMM M XU3HEYTPOKAIOIIUMU
3200J1EBAHUAMMU 32 CYET CPEICTB FOCYNapPCTBEHHOTO (hOH-
na «Kpyr nobpa» [2, 7].

B HacTosiiee BpeMsl reHHasl Tepanus sSIBIsieTcs mep-
CIIEKTUBHBIM, HO CJIOXKHBIM BapUaHTOM JICUEHUSI, YTO ITOJI-
YepKUBAET BAXKHOCTh MOHUTOPUHIA O€30ITaCHOCTH 1 OLICH-
KU1 (haKTOPOB pHUCKA.

Llesb paGoThl — IIPEACTABUTH OIBIT TPUMEHEHMSI TeH-
Hoi1 Tepanuu npenaparoM JAM y 17 naliMeHTOB ¢ TTOATBep-
KIEHHOM MyTauuei B reHe DM D, Bkiaodyasi aHaau3 JaH-
HBIX 10 6€30MacHOCTU U 3(PHEKTUBHOCTHU TepaIlnu.

Marepuanbl u meToabl
B craThe nmpuBeaeHbI JaHHBIE O TPUMEHEHUY TIperna-
pata IM B Poccuiickoit geTcKoi KIMHUYECKOM O0JIbHU-

1
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e — punmmane @PTAOY BO «Poccuitckuii HallMOHATBHBII
HUCCe0BaTebCKUN MEAUIIMHCKUIN YHUBEPCUTET UM.
H.U. IMTuporosa» Munzapasa Poccuu (PIIKB) B nepuon
¢ utons 2024 r. mo Hosi6pb 2025 1.

3a yKazaHHbI eproJ B ICUXOHEBPOJOTMYECKOM OT-
NIEJICHUU JUIST JE€TeW ¢ BPOXIAEHHON M HACAEICTBEHHOM
reHetudeckoii marojorueii PIIKbB 6b11a mpoBeaeHa Tepa-
us ¢ BBeaeHreM npenapata JIM 17 nalmeHTaM My>KCKO-
IO 10JIa C MOATBEPXACHHBIM AMarHo3omM M/IJI B Bo3pacte
ot 5 set 8§ Mec 10 9 net 1 Mec. Aunarnoz M/I/I 6bu1 moa-
TBEPXIEH MOJEKYISIPHO-TEeHETUYECKUMU MeTOdaMu
(MYJIBTUITIEKCHAS JIMTa303aBUCHMAast aMILIM(puKaIs 30H-
JIOB, TTOJIHBIA aHAJIM3 9K30Ma WM TeHOMa) B JIa0OpaToOpu-
X MenuKo-TeHeTUYeCKOro HaydHoro 1IeHTpa UM. aKaj.
H.I1. boukoBa, «IeHeTuKO», «IeHOMEI» U IIp.

Tepanust Ha3HaYaIaCh COIIACHO MPUHSITHIM KPUTEPH -
saMm poHaa «Kpyr nodpa» [2]. Bcem nauueHTam nepes Bbi-
nojHeHueM UHPy3uu JIM ObLI0 MpoBeIeHO KOMIUIEKCHOE
00cJieoBaHNE C LIEIbI0 UCKITIOUEHUST TPOTUBOIIOKA3aHUI
K mpoBeneHuto Tepanuu. [11aH o0cieqoBaHus COCTaBICH
aBTOpaMU HACTOSIIIIElH MyOaMKalMKU ¢ YIeTOM JaHHBIX UH-
CTPYKIIMK 1O NIpUMEHEeHMIo MpenapaTta (B Pocculickoit
®enepannu B Hacrosiee BpeMs JIM He 3aperucTpupo-
BaH), Pe3yJIbTaTOB KJIMHUYECKUX MCCIEeIOBAaHUIA U yCTa-
HOBJIEHHBIX npaBui rocnutanuzauuu B PIIKD [3, 4, 10—
12, 16].

3a IeHb 10 POBeNCHUsI TeHHOM Teparuy BCeM Taliu-
eHTaM Obllla CKOPPEKTHpPOBaHa Tepanus INTIIOKOKOPTH-
KOCTEpPOMIAaMH COTJIaCHO MHCTPYKIMM MO MPUMEHEHUIO
npenapara [13]. Tepanus JIM npoBoauiachk OTHOKPaTHO

1

B BUJIe BHYTPUBEHHOI MHMY31H B 1o3e 1,33 x 104 Bupu-
OHHBIX YacTHII Ha 1 KT Macchl Tejla manyeHTa. BBeneHue
TMpernapaTa BBIIOJIHSIIOCH B YCIIOBUSIX TICUXOHEBPOJIOTYE-
CKOT'0 OTICICHMS TSI IeTel ¢ BPOXKICHHOM 1 HAC/IeICTBEH-
HOI TeHETUYECKO IaTOJIOTME, B OTIEIEHOM OOKCE, OCHA-
IIEHHOM KMCJIOPOAOM M IIpernapaTaMu IS OKa3aHUs
SKCTPEHHOI ITOMOIIM, 01 HaOIIoIeHUeM Bpada-peaHu-
MaToJjiora, Bpaya-HeBpOJIOTa, IIPY MOHUTOPUHIE apTepu-
aJbHOTO NABJICHMSI, YaCTOThI CEPACUYHBIX COKpAILIECHUIA,
TEMITIEPATYPhI TeJIa ¥ OOIIETr0 COCTOSHUS MalleHTa.

[Ipy nosiBIeHUN HeXeNaTeIbHbIX SBICHUIM, CBUIC-
TEJIbCTBYIOIIMX 00 YXYIIIICHUN COCTOSIHUS,, TTAlIMEHTY MO-
IJ1a OBITh Cpa3y OKa3aHa SKCTpeHHask MEIMIIMHCKAST TIOMOIIb
BpPayOM-pPeaHUMAaTOJIOTOM, 1 ITPY HEOOXOAMMOCTH MALUEHT
MOT OBITh IEPEBEICH B peaHUMAIIMIOHHOE OTAEICHHE yupe-
XKIeHUs ISl JalibHeliero HaomoaeHus. Kontponb 6e3-
OMACHOCTHU TePaITX BKIIIOYAJI KPYIIIOCYTOUHOE HAOMONeHIE
3a MallMEHTOM B YCJIOBUSIX OTAEIeHUS B TedueHue 7—10 qHeit
C TIOCJIeAYIOIIEl OIIEHKOM TToKa3aTeIeil 0MOXUMMUYeCKO-
ro aHa/lIu3a KPOBU COIJIacHO eAMHOMY IlIaHy (Tabu. 1),
OCHOBAaHHOMY Ha MHCTPYKIMH II0 IpuMeHeHuio IM
1 TaHHBIX KJIIMHUYECKUX UccaenoBanuii [3, 9—11, 13, 16].
Db hEeKTUBHOCTD TepaNnU OLieHUBaJIU Mo mmiKajie «CeBep-
Has 3Be3ga» (North Star Ambulatory Assessment, NSAA)
Y BpeMEHHBIM (PyHKLIMOHATbHBIM TeCTaM (TECT 6-MUHYTHOM
XOIBOBI ¥ OIIEHKA BpeMEHU TIOIheMa C 110J1a) 10 TEHOTepaiK
n gepes 3, 6 u 12 Mec noce ee nposeneHud [1]. st crat-
CTMYECKOI 00pabOTKM JaHHBIX U BBIMIOJHEHUST PaCUeTOB
MPUMEHSINUCh TporpaMMHbie mpoaykTel BM SPSS
Statistics 23.1.

Taommua 1. [Tran monumopunea cocmosinus nayueHma ¢ mbluenoti ducmpodueii JliowerHa nocie npogedeHus mepanuu RPenapamom 0eaaHoucmpoeer

MOKcenapeoeex

Table 1. Monitoring plan for a patient with Duchenne muscular dystrophy after treatment with delandistrogene moxeparvovec

Mandatory biochemical parameter

O061muii ouTMpyorH
Total bilirubin

TaMMa-riyTamuiaTpaHcnenTuaasa
Gamma-glutamyl transpeptidase

MoueBuHa
Urea

AraHmHaMUHOTpaHcdepasa/aciapraTaMMHOTpaHCchepasa
Alanine aminotransferase/aspartate aminotransferase

KpeatuHdochoknHaza
Creatine phosphokinase

Duration of observation Additional

(according to the instructions Control frequency
to the instructions for use
of the drug)
3 mec _
3 months
3 mec _
3 months
_ 3 Mec ExxeHenenbHO
3 months Weekly
_ 3 Mec
3 months
_ 3 mec
3 months
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Mandatory biochemical parameter

KonuyecTBo TpoMOOIIMTOB
Platelet count

TpononuH I
Troponin |

OO11Mii aHaIU3 KPOBU
Complete blood count

JlakTaTnernaporeHasa
Lactate dehydrogenase

Kpeatunun
Creatinine

O
(q\]

1:
TOM 21 /VOL. 21 o~

Oxonuarue maoba. 1
End of table 1

Duration of observation Additional Control frequenc
(according to the instructions q y
to the instructions for use
of the drug)
2 Hen 1 mec
2 weeks 1 months
1 mec _
1 months
_ 1 mec
1 months
_ 1 mec
1 months
_ 1 mec
1 months

Pe3synbTathbl

[1ox HammM HaOTIOIEHUEM HaxXOOWIOCh 17 TMaliMeHTOB
MY3KCKOTO T0Jia ¢ TIOATBEPKASHHBIM AuarHozom MJIJI
(puc. 1).

Hawuboinee pacnpocTpaHeHHBIMM abeppaliisiMu y Ha-
LIUX MaleHTOB ObUIM 3 BapuaHTa MyTauuu reHa DMD:
JIEJICIIMU OTHOTO VIJIM HECKOJIbKMX 9K30HOB, pexe — Ay-
TUTAKALIVY VJTH TOYSYHBIE MYTAIIAM, YTO COBITANAET C TaH-
HBIMM JIUTEPATYPHI [6].

MeayaHHBII BO3pacT IMPOBEICHUS Tepaniy Iperapa-
ToM JAM cocrasmi 63 Mec ¢ guanazoHoMm ot 50 mo 103 mec,
YTO COOTBETCTBYET IIPUHSITEIM KpuTepusiM poHma «Kpyr

[ Jeneyua / Deletion 1(6

Nlynnukauwa / Duplication
3ameHa / Substitution

3(18 %)

Puc. 1. Bapuanmor namoeeHHbIx Mymayuii y nayuenmos ¢ Moliiey-
Holl ducmpopueit Jowenna

Fig. 1. Pathogenic mutation variants in patients with Duchenne muscular
dystrophy

J00pa». DTU KpUTEpUM OCHOBAHBI Ha pe3yJIbTaTax 3aBep-
IIEHHBIX 3apYOEKHBIX KITMHUYECKUX UCCIISI0BAHMUIA 110 -
(beKTUBHOCTU M GE30ITaCHOCTY MTPUMEHEHUs IIperapaTa
IM (puc. 2) [2, 9].

JMTeTbHOCTD eproaa HabJIIoIeHYs B Hallleil KOrop-
Te BapbupoBaJia B mpeaeiax ot 0 1o 13 Mec; MeauaHHbBI
nepuo HabmoaeHus coctaBuil 7 mec (puc. 3). Hecmotps
Ha KOPOTKMi1 BpeMEHHOM IPOMEXKYTOK HaOJTI0ICHIS 3a Ma-
LIMEHTaMM, MBI ITOJIyYWJIM IOCTATOYHO OOHAIEKUBAIOIIIEC
pe3yabTraThl ieueHust M/11 y nereit.

BceM narmeHTaM poBOAMIICS TIATEIbHBIIA MOHUTO-
PUHT KJIMHUYECKOI'O COCTOSIHUSI 1 HanboJjiee 3HaYMMBbIX

¢ 103

73
T

® 63

I 55
50

Puc. 2. Bospacm nposedeniusi 2eH03aMeCmUmMeabHOU mepanuu, mec

Fig. 2. Age at which gene replacement therapy was performed, months

(9,
w
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Puc. 3. Jliumenvrocms Habawo0eHus 3a nayueHmamu, HOAY4USULU-
MU 2eHO3aMeCMUMENbHYH) Mepanuio npenapamom 0eaaHOUCmpoeeH
MOKcenapgeosex, mec

Fig. 3. Duration of observation of patients who received gene replacement
therapy with the drug delandistrogene moxeparvovec, months
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roKa3areJiei, BKIIIOUalOIIMX YPOBHU ITEYCHOUHBIX TPaH-
caMMHa3, JIAKTaTAeTUAPOreHa3bl, KpeaTUH(hOCHOKMHAZEI
(K®K), tponionnna I (cm. Tabm. 1).

ITocne BBeaeHMs Ipenapara y 4acT! IMallMeHTOB OTME-
4aji0Ch TPaH3UTOPHOE MOBKIIIEHNE YPOBHS aTaHUHAMUHO-
TpaHcdepasbl (AJIT) B paHHUE cpoKu HaOMoAeHUs (puc. 4).
B manpHeieM y GOJIBIIMHCTBA MAIMEHTOB ITOKa3aTeIn
ypoBHsI AJIT cHuzkanuck Uy crabunusupoBaauck. CToii-
KOTO TIporpeccupyloliero nosbiieHus: ypoHs AJIT, TpeOy-
IOIIETO U3MEHEHNSI TAKTUKY BeICHUS, HE OTMEUCHO.

YpoBeHb acrapTaTaMuHOTpaHCc(epasbl 1eMOHCTPH -
pOBaJI MHAMBUAYAJIbHYIO BapuabeIbHOCTh C TEHACHIIMEI
K TPaH3UTOPHOMY TOBBIILICHUIO B IIEPBHIE HEACIU ITOCTIe
BBe[ieHUs mperapata (puc. 5). B mocaenyioiiemM y 607b-
IIMHCTBA MAallMEHTOB HabIIona1ach CTabMIM3alysl ITOKa-
3aresist 6e3 MPU3HAKOB HapacTaloIIei TermaToTOKCUYHOCTH.

B paHHUE CpOKM MOCjIe Tepanuu y psiaa MalueHTOB
OTMEUaJIOCh IOBBIIICHUE YPOBHS JaKTaTACIUIPOTeHA3BI
C TIOCJICAYIOIIUM CHIDKEHUEM M CTa0MIM3aleil mokasa-

200
100

0

ST o2 3 4 5 6 7 8
D™

RN

XVL\Q\ R

9 10 1M 12 13 14 14+

Bpems, mec/ Time, months

Puc. 4. Jlunamuxa yposus asranunamunomparncgepassl y 17 nayuenmog nocie mepanuu npenapamom 0eaaHoUCmpoeeH MOKCenapeosex

6 meueHue nepuooa HabaOeHUs:

Fig. 4. Dynamics of alanine aminotransferase levels in 17 patients after therapy with the drug delandistrogene moxeparvovec during the observation period
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Puc. 5. JJunamuka yposHs acnapmamamuHompancgepassl nocie mepanuu npenapamom 0eiaHOUCmpo2eH MOKCenapeosex

Fig. 5. Dynamics of aspartate aminotransferase levels after therapy with the drug

delandistrogene moxeparvovec
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Puc. 6. Junamuka yposens nakmamoeeudpoeenasnsl y 17 nayuenmog nocie mepanuu npenapamom 0eaaHoucmpo2er MoKcenap8osex

Fig. 6. Dynamics of lactate dehydrogenase levels in 17 patients after therapy with the drug delandistrogene moxeparvovec
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Puc. 7. lunamuka ypoens kpeamungocgpoxunasul y 17 nayuenmoeg nocae mepanuu npenapamom 0eaanoucmpozer MoKCcenap8ogex

Fig. 7. Dynamics of creatine phosphokinase levels in 17 patients after therapy with the drug delandistrogene moxeparvovec

Tens (puc. 6). BeipaxkeHHOM TeHASHUIMHT K JUTUTEIBHOMY
HapacTaHMIO YPOBHS JIAKTaTAETMIPOreHa3bl B IIpoIiecce
HaOJII0ICHUS HE BBISIBJICHO.

Yposenb KPOK xapakTepr3oBajicsl BEIpAXKEHHON WHIN-
BUJIyaJIbHOM BapHaOeIbHOCTBIO, YTO COOTBETCTBYET OCOOCH-
HoctsM Teuenust MJIJT (puc. 7). Ha ¢oHe Tepanuu He BbISIB-
JICHO YCTOMYMBOIO moBbieHus ypoBHd KPK, 4to ykasbl-
BaeT Ha OTCYTCTBHE YCHJICHUS MBILLICYHOTO TIOBPEXKICHUSI.

Hawub6osee BbIpakeHHbIE U3MEHEHMS JJAOOPAaTOPHBIX
roKasaTeJieii HabJIIoAaInuCh B IIepBbIC HEIEIM TTOCIe Tepa-
nuu (puc. 8). B mocnenyroliye Cpoku nmoxkasarean IeMOH-
CTPYPOBAJIM TEHACHIIMIO K CHYDKEHUIO MJIU CTA0WITA3aLIMM.
OIHOBPEMEHHOTI'O CTOMKOTO ITOBBIIIEHUS BCEX MAapKEPOB,
YKa3bIBaIOIIETO Ha CUCTEMHOE TOKCHYECKOE BO3IEHCTBIE,
HE BBISIBJICHO.

IToBblilIeHME YpOBHS TporoHUHA | ObLIO 3aperucTpu-
POBAHO y YaCTH MAallMEHTOB M HOCUJIO TPAH3UTOPHBIN Xa-
pakrtep (puc. 9). DnuU304bl MOBBIIEHUST HAOIIOIATNUCH
MIPEUMYIIECTBEHHO B paHHWE CPOKMU IOCJIE TepaIluu
1 HE COITPOBOXIAINCH KIMHUYSCKUMU TTPU3HAKaMU T10-
paXkeHuss MUOKap/a.

BceM HammM nanueHTaM Obla ITpOBeIeHa OlleHKa
1o 1kajae NSAA v BpeMEeHHBIM (DYHKIIMOHAIBHBIM TECTaM
(TecT 6-MUHYTHOM XOALOBI M OIICHKA BPEMEHM ITOIbeMa
C ToJ1a) A0 Tepanuu v yepes3 3, 6 u 12 mec.

JuHamuka cpegHero 6aia no mkaiae NSAA npuBe-
JIeHa Ha puc. 10.

s olleHKM 3HaYMMOCTU AMHAMMKHU IToKa3aTtelieit
NpUMEHSICA TecT BUIKOKCOHA A1 MapHBIX BHIOOPOK”
(Tabmn. 2).

*(O00OCHOBaHME MPUMEHEHMST TeCTa MOXKHO HAalTH Ha caiite: https://statistics.laerd.com/spss-tutorials/wilcoxon-signed-rank-test-using-spss-statistics.php.
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Puc. 8. Usmenenue yposneii aranunamurnompancgepasvt (AJAT), acnapmamamunompancgepasvr (ACT) u kpeamungocpoxunazvi-MB
(KDK-MB) nocae mepanuu npenapamom deaanducmpozen moxcenapgosex y 17 nauuenmos. Haubonee evipadicentvie usMeHeHUs yKa3ambl
KPACHbIM 08A10M

Fig. 8. Changes in the levels of alanine aminotransferase (ALT), aspartate aminotransferase (AST), creatine phosphokinase-MB (CPK-MB) and creatine
phosphokinase after therapy with the drug delandistrogene moxeparvovec in 17 patients. The most pronounced changes are indicated by a red oval

|7 Bbino noBbiweHme
YPOBHA TPONOHUHa | /
There was an increase
in the level of troponin |

[ He 6bin0 noBbiLLeHma

YPOBHA TPONOHUHa | /
There was no increase

in the level of troponin |
[lo Tepanun / <Tmec 2-4 mec 5-6 mec 6-12 mec
Before therapy nocneTepanuu/  mocne Tepanuu / nocne Tepanuu/  mocne Tepanuu /
<1 month 2—-4 months 5-6 months 6-12 months
after therapy after therapy after therapy after therapy

Puc. 9. Junamurxa ypoeus mpononuna I nocae mepanuu npe-
napamom 0eaaHOUCmpo2eH MOKCenapeosex 6 meyenue nepuooa

HabawoeHus
Puc. 10. Jlunamura cpedneeo 6arna no wxane «Cesepuas 36e30a»

Fig. 9. Dynamics of troponin I levels after therapy with the drug

delandistrogene moxeparvovec during the observation period Fig. 10. Dynamics of the average score on the North Star Ambulatory Assessment

Tadmuma 2. Tecm Buakokcona das naphusix 6vi60pox y 17 nayuenmog ¢ moluieroll ducmpoghueti Jrouenna
Table 2. Wilcoxon test for paired samples in 17 patients with Duchenne muscular dystrophy

Damage to exons Exon deletion
in the middle of the gene

Statistical processing data

All patients

TTapameTp 3HAaUMMOCTH Z —1.898b 5023 s
Z significance parameter > > s

AcuMnTOTHYECKast 3HAYMMOCTD (IBYCTOPOHHSIST)
Asymptotic significance (two-sided) 0,058 0,043 0,072
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[ Lo vepanuu / Before therapy
I Nocne Tepanuu / After therapy
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Puc. 11. Usmenenue epemeru ecmasanus ¢ nosa nocie mepanuu
npenapamom 0eaaHOUCMpo2eH MOKCenap8oeex, ¢

Fig. 11. Change in time to rise from the floor test after therapy with the drug
delandistrogene moxeparvovec, sec

B moarpynmiie maiyeHToB ¢ MOBPEXICHUEM 3K30HOB
B CepeIMHE TeHA BBISIBJIEHO CTATUCTUIESCKM 3HAYMMOE YITyd-
LIeHKe; B OOIIEH IPyITe OTMeUeHAa TEHACHIIUS K YITydIle-
HMIO TToKa3atesieid. st Bcex MalreHTOB MOXHO TOBOPUTh
0 3HaYMMOCTH Ha ypoBHe TeHaeHLMu p = 0,058.

B 11e710M mocie IpoBeAeHUS Tepanuu y O0JBITMHCTBA
MallMeHTOB OTMeYajach IOJOXUTEIbHAas JIWHAMUKA
WIn cTabmim3anus (QYHKIMOHAJIBHOTO COCTOSTHUS
mo mkane NSAA.

Ha ¢oHe Tepanuy oTMEUYeHO YMEHBIIICHUE BpEMEHHU
noabema ¢ noiia (puc. 11). B cpenHem nmokasaTtesnb CHU-

(q\
TOM 21 /VOL. 21 1 N

suiicst Ha 1,65 ¢, Ipy 3TOM BCe pacIipee/ieHre 3HaYeHU i
CMECTUJIOCH B CTOPOHY MEHBIIIMX BPEMEHHBIX ITOKa3aTe-
JIeid, YTO OTpakaeT yIy4IlIeHUEe MOTOPHOM (DYHKIIMH.

Y MalueHTOoB ¢ Jeelueil reHa OTMEYeHO 3HAaYMMOe
YMEHBIICHEe MUHUMAaJIbHOTO BpEMEHHM BCTaBaHUsI C IoJia
nocJje Tepanuu Ha 1,7 ¢ (ta6a. 3).

Jnst oueHKM 6e3omacHoCTH Tepanuu JIM Hamu Oblia
MpoBeJeHa OlleHKa HexenaTeabHbIX aBieHuit (HS) y ma-
LMEeHTOB, MOJYYMBIIKX Mpemnapat (TadJ. 4).

V 11 (64,7 %) naimeHTOB 3a IO HAOIIOAEHUS ITOCTIE
Tepanuu He ObLI0 3adukcuposano HA. V 4 (23,5 %) na-
LIMEHTOB OTMEYAJIOCh OTHOKPATHOE MOBBIIIEHUE YPOBHS
TpornoHuHa I: y 2 mauueHToB — B IMepBble 4 Held TMocie
BBeneHud M, y 1 manmeHTa — Ha BpeMEHHOM OTpe3Ke
oT 2 Hel 10 2 Mec, y 1 maupeHTa — Mexay 3 1 6 Mec rmociie
BBEIICHUS TIpenapara. 3a ImpeaeiaMy IoJIyroia oT BBe/e-
HUS TIpernapara MoBbIIIeHUE YPOBHS TporloHrHa | He Ha-
omonaiock. Y 2 (11,8 %) maimeHTOB OTMEYAIMCh PBOTA
u nuapes. Takum o6paszoM, y 64,7 % nalieHToB He ObLTU
3apeructpupoBaHbl HA, acconmnpoBaHHbIC ¢ Tepanuei,
3a ron HaGmoaeHus, y 35,3 % HS ormevanuce. OTcyTCT-
BOBaJIM 3HAYMMBIC Pa3INIMsI MEXIY TPyIIaMy ¢ pa3HbIMU
JIOKaJU3alUsIMU 3K30HHOTO IMOPaXeHUsI W IpyIIaMu
C pa3HbIMU TUIIAMU MYTaIlUU.

06cyxpeHune

IIpoBeneHHBII aHAIU3 PE3YJIBTaTOB IOKA3bIBAET OIIBIT
TMpUMEHEHUs TeHHOI Tepanuu npernapatom JAM y 17 nauu-
eHtoB ¢ M1/l B Bo3pacte ot 5 yieT 8§ Mec o 9 jer 1 mec.
MeXnyHapoaHble UCCIIEIOBaHMS BKIIIOYAIM B OCHOBHOM
nereit 4—7 JeT, cpeaIHuii BO3pacT BKIOYeHUsT — 5 JieT [7].
PesybsraThl moATBEp:KIAIOT, YTO JaHHAs Teparus odagaeT

Ta6muua 3. Junamuxa pesyrbmamos mecma 6CmMasanust ¢ NOAA 8 3a8UCUMOCIU OM PACRONONCEHUS 2eHemutecK020 deghekma 6 eene DMD
Table 3. Dynamics of the results of rise from floor test depending on the location of the genetic defect in the DMD gene

Statistical
significance
parameter

Wilcoxon test | Average after, alt\f/{e mm ;\f/t[::I:«:,]cm— Average after,
for paired sec —average | . o mi ni,mum sec —average
samples before, sec S before, sec
before, sec before, sec
ITapamerp
;‘*S‘i‘;“fl‘l‘c‘;fl?: Z  _135b  -1014b  -1,690b 1,069
parameter

Middle of the gene

Gene deletion

Minimum
after, sec —
minimum
before, sec

Maximum
after, sec —
maximum
before, sec

Minimum
after, sec —
minimum
before, sec

Maximum
after, sec —
maximum
before, sec

Average after,
sec —average
before, sec

-1,535b -1,604b -1,753b —1,483b —2,023b

(9]
~
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Statistical
significance
parameter

Maximum
after, sec —
maximum
before, sec

Wilcoxon test
for paired
samples

Average after,
sec —average
before, sec

CHILD
NEUROLOGY

Minimum
after, sec —
minimum
before, sec

Average after,
sec —average
before, sec

Middle of the gene

Maximum
after, sec —
maximum
before, sec

AcuMmmToTHYE-
CKasl 3HaYu-
MOCTb (IByCTO-
POHHSIST)
Asymptotic
significance
(two-sided)

0,176

0,310

0,091

0,285

0,593

Minimum
after, sec —
minimum
before, sec

0,109

Average after,
sec —average
before, sec

0,080

TOM 21 /VOL. 21 1

Oxonuanue maon.

O
g\l
)
(q\l

3

End of table 3

Gene deletion

Minimum
after, sec —
minimum
before, sec

Maximum
after, sec —
maximum
before, sec

0,138

0,043

Tadmuma 4. Yacmoma u cmpykmypa Hedceramenvhvix S6AeHUll, 3apecUcmpUpoSaHHbIX 8 meueHue 200a Habnio0eHUs nocae mepanuy npenapamom 0enanoucmpo-

2eH MOKCenapeoeex, %

Table 4. Frequency and structure of adverse events recorded during the year of observation after therapy with the drug delandistrogene moxeparvovec, %

Parameter

HexenarenpHbie
SIBJICHUSI TTOAPOOHO
Adverse events in detail

HexenateabHbIe SIB-
JICHUA Haﬁmoz[am/lcn
WJIA HET

Adverse events were
observed or not

TloBbIlIeHNE YPOBHS
TponoHuHa I 3a Bce
BpeMsI HaOIIONEHUST
TIOCJIE Tepanuu
Increase in troponin |
levels throughout

the entire observation
period after therapy

Bceeo
Total

Hopwma
Normal

TloBbI1IEHUE
YPOBHSI TPOTIO-
HuHa [

Increase

in troponin I levels

PBora, nuapest
Vomiting, diarrhea

Hab6monanuch
Observed

He na6mona-
JIUCh
Not observed

Beliie HopMbI
Above normal

Hopwma
Normal

64,7

23,5

11,8

35,3

64,7

23,5

76,5

17

50,0

50,0

50,0

50,0

50,0

50,0

2

£

33,3

66,7

33,3

100

3

)

33,3

33,3

50,0

50,0

33,3

66,7

3

£l

22,2

22,2

77,8

22,2

77,8

9

£l

23,1

7,7

30,8

69,2

23,1

76,9

13

33,3

33,3

33,3

66,7

33,3

33,3

66,7

3

Middle
66,7 33,3 77,8 69,2

100

100

100

1

B it Substitution

58
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MpUEeMJIEMbIM ITporyIeM 0e30ITaCHOCTH Y TTOTCHIIMATLHOM
3¢ dHEeKTUBHOCTHIO, YTO COIJIACYeTCs C pe3yIbTaTaMy MEX-
JYHapOMHBIX KIMHWYECKUX UccaenoBanuit [7, 9, 11].

Kak 1 mo pesynpraTaM IpOBEIeHHBIX 3apyOeKHBIX
HCCIIeOBaHUM, camasl yactass MyTallMsl, OTMEUEHHas cpe-
JIA HalllMX MAaIMeHTOB, — KPYITHBIC IeJICLIMH, 3aTeM — Iy~
IJIMKAIMW; TOYeYHbIe/MHTPOHHBIC 3aMEHBI, T10 Pe3y/IbTa-
TaM 3apyOeskKHBIX MCCJIEIOBaHUI, BCTPEYAIOTCS pEXe,
YTO COBMAAAET C HALLIMMU JaHHBIMU [7].

IMonyyeHHBIE pe3ybTaThl CBUACTEILCTBYIOT O TOM,
YTO JJaOOpaTOPHbIC U3MEHEHUS, HAOJII01aeMBble ITOCIIEe Te-
panuu M, He OKa3bIBalOT OTPULIATEIBHOTO BIMSIHUS
Ha (PYHKUMOHAJIbHBIE UCXObI Y TauueHToB ¢ MJIJI.

Hau6onee yacTbiM 1abOpaTOPHBIM OTKJIOHEHUEM SIB-
JISTOCh TPaH3UTOPHOE MOBHIIIIEHNE YPOBHS TPOITOHMHA I,
BBbIsIBJICHHOE Y 23,5 % malMeHTOB. YKazaHHbIC M3MEHEHUS
HOCWJIM BpEMEHHBII XapaKTep, He COMPOBOXIAINCH KITU -
HUYECKMMU TIPU3HAKAMU ITOPAKEHUS CEPACYHOM MBIIIIIBI
Y HE aCCOLIMMPOBATIMCH C YXyALIEHUEM (DYHKLIMOHAIBHBIX
roKa3zaTeJieil. AHaJIOTMYHbIe HaOIIONCHYSI OTIMCaHbI B 3a-
PYOEXHBIX KIMHUYECKMX MCCICIOBAHMSIX CUCTEMHOM
AAV-orocpenoBaHHOM FeHHOI Tepallii, T/Ie MOBBIIICHUE
YPOBHS TporoHrHa | paccMaTpuBaeTcst Kak 1a00paTOpHBIiA
(eHOMEH paHHEro MOCTTEePaINleBTUYECKOro IepHroaa
MPU OTCYTCTBUU KJIIMHUYECKON cuMnToMaTtuku [11, 12].

OTCyTCTBUE SITHU300B MOBBIIICHUS YPOBHS TPOTIOHU -
Ha I B Oosiee Mo3aHKME CPOKU HAOMIOAEHUS COBITAAAJIO C CO-
XpaHCHUEM WY JaIbHEUIIIMM YIydIlIeHHEeM JBUTaTEIbHBIX
(yHKIIMI1, YTO TaKXKe COOTBETCTBYET JaHHBIM MEXIyHa-
POIHBIX ITPOrPaMM UIMTEIHHOTO HAOTIOEHHUSI ITOCIIE TeH-
Hoii Tepanuu [9, 13].

Konebanust ypoBHei neyeHOUHbIX pepMeHTOB (AJIT
M acrnapTaTaMUHOTpaHcdepasbl), BBIIBICHHBIC Y YaCTH
MalMEHTOB, He JOCTUTAIA KIIMHUYECKH 3HAYMMBIX LI P
U He TpeOOoBau U3BMEHEHUSI TAKTUKU BeaeHUs1. B 3apyoex-
HBIX UCCJICMIOBAHUAX IMOAYEPKUBAETCS, YTO YMEPEHHOE
TPaH3UTOPHOE TOBBIIIICHUE YPOBHEI TpaHCAMMHA3 TTOCJIe
AAV-BBeficHUs SIBJISIETCS OXUAAEMbIM M, KaK IPaBUIIO,
HE CBSI3aHO C KJIMHUYECKY 3HAYMMOI ITeNaTOTOKCUYHOCTBIO
MPU YCJIOBUU JUHAMUYECKOTO KOHTpos [13].

Bapua6eabHocTh ypoBHs KDK, BeIsIBIeHHAS B HAaILIEM
HCCIIeI0BaHUM, OTpaXkaja 0COOEHHOCTHU T€UEHUST OCHOBHO-

1. Kimmanueckue pekoMeHnauuu «IIporpeccupyroriast MbIIIeYHasT
nuctpodust diomenHa. [Iporpeccupyiorias MblleqHast UCTPO-
usa bekkepar. detu. 2023.

Clinical Guidelines “Progressive Duchenne muscular dystrophy.
Progressive Becker muscular dystrophy”. Children. 2023. (In Russ.).

2. Nepeuyens kateropuii poHma «Kpyr 1o6pa». J1ocTyImHO mo:
https://bonnkpyrnodpa.pd/nepeuru,/.

List of categories of the “Circle of Goodness” Foundation.
Available at: https://bonnkpyrnodpa.pd/nepeuru/. (In Russ.).

1

o 3a00JIeBaHUs U He ObLIa ITPU3HAKOM ITPOrPeCCUPOBAHMUS
MBIIIIEYHOTO TIOBPEXKICHMS Ha (poHe Tepanuu. PaHee rmoka-
3aHO, 9yTo ypoBeHb K®K y manmenToB ¢ M1/ obnamaet
OrpaHUYEHHOM MPOTHOCTUYECKOM 3HAYMMOCTBIO TIPY OLICH-
Ke (PYHKIIMOHAJILHOI'O OTBETA Ha TeHHYIO Teparuio [9].

OTaebHbIA aHATU3 TTOATPYIII MALMEHTOB C Pa3IUYHbI-
MU JIOKATM3ALMSIMKM 9K30HHOTO TTOPaKeHMS Y Pa3IMYHBIMU
TUIIAMU MYTaLlMK NIOKa3aJ1, YTO (PyHKLIIMOHAIBHOE YITy4lLlle-
HMe, BBISIBJICHHOE Y MALIMEHTOB C IIOBPEXICHUEM B CEpeI-
HE 9K30Ha, He COIMPOBOXKIATIOCH YXY/IIIIEHUEM JJaOOPaTOPHBIX
roKasareJieil. 3To comiacyercs ¢ 3apyOeKHBIMU JaHHBIMU,
CBUJIETEIILCTBYIOLIIMMU O COITOCTABUMOM ITpodrie Ge3omnac-
HOCTH MUKPOIUCTPOMUHOBOI TeHHOM Tepaluuy B pa3ind-
HBIX MOJIEKYJISIPHO-TeHETMYECKUX MOoArpymmiax [9].

TakuM oOpa3oM, MpeacTaBIeHHbIC TaHHbIE TIOATBEP-
KIAIOT, YTO JIAOOPAaTOPHBbIC U3MEHEHUSI, BO3HUKAIOIINE
TIocJie Tepanuu mperapatoM 1M, HOCSIT KOHTPOJIUPYEMBbIii
M OrpaHUYCHHBII 110 BpEMEHU XapaKTep U He TIPEMsITCTBY -
0T JOCTVDKEHUIO KITMHUYECKM 3HAYMMBIX (DYHKIIMOHAIBHBIX
a¢dekToB. [TomydyeHHBIE Pe3yabTaThl JOTIOJHSIOT MEXIY-
HApOIHBIA OMBIT IpUMeHEeHUsT AAV-0ITOCPEI0OBAHHOM T'eH-
HOI Tepanmuu W pacIIMpPSIOT OTEYSCTBEHHBIC NaHHBIC
T10 OlleHKe e¢ 3(P(HEKTUBHOCTU U 6€30TaCHOCTH Yy MaIly-
eHToB ¢ MJ1J1.

BbiBoabI

[Tocne mpoBeaeHHOTO HAOMIOACHUST Ha OOJTBIIIOM YHCIIe
nauueHToB ¢ M/IJ1 B BospacTte ot 5 jieT 8 Mec 10 9 jieT 1 Mec
ITOKa3aHo, YTO TeHHas Teparnus npenaparoM JIM gocraTou-
Ho Oe3omacHa, HSl o6patrmbl 1 He TpeOYIOT CEphe3HBIX Me-
JIMKaMEHTO3HBIX BMelaTe/ibeTB. [1peaBapuTeibHbIe TaHHbIE
yKa3bIBalOT HA BO3MOXKHOE 3aMe/IJIEHYE ITPOTrPeCCUPOBAHMS
0O0JIE3HU, YTO IPOSIBIIACTCS CTAOMIM3ALME WIN YTydIIIeH! -
€M JIBUTATEIbHBIX (DYHKIIMIA Y TAllEHTOB.

7151 OLleHKM YCTOMYMBOCTY TePAaieBTUYECKOro 3¢h-
(ekra, CHUKEHUS pUCKa Pa3BUTUSI OTHAJIEHHBIX OCIOXK-
HEHUI TeHHOM Tepanmuu TpeOyeTcs MPOAOKUTh Ha0JII0-
JIeHKe Ha 60J1ee IMPOKOI BBIOOPKE MAIlMEHTOB.

TakuM oOGpa3oM, TeHHasl Tepalsl OTKPhIBAeT HOBBIC
nepcrieKTuBbl B jedeHun M/, Ho TpeOyeT MJIMTEILHOTO
U MYJIBTUAMCIUTIIMHAPHOTO TOAX0/a K BEIECHMIO Ially-
€HTOB.

3. Mpunoxenue 2 kK npukasy PAKB-duauan or 18.07.2023 Ne 221
«[MamsiTka manueHTy «lOKyMEeHTBI U pe3yJIbTaThl UCCIIEIOBAHNUIM,
HeoOXoAMMBbIe MTPY TUIAHOBOM TocnuTanu3anuu pedbenka B PIKB
B MEANATPUIECKUE OTACICHMUSI».

Appendix 2 to the order of the Russian Children’s Clinical
Hospital-branch dated July 18, 2023 No. 221 “Patient information
sheet “Documents and test results required for planned
hospitalization of a child in the Russian Children’s Clinical Hospital
in the pediatric departments”. (In Russ.).
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4. Birnkrant D.J., Bushby K., Bann C.M. et al. Diagnosis and
management of Duchenne muscular dystrophy, part 1: diagnosis,
and neuromuscular, rehabilitation, endocrine, and gastrointestinal
and nutritional management. Lancet Neurol 2018;17(3):251—67.
DOI: 10.1016/S1474-4422(18)30024-3. Erratum in: Lancet Neurol
2018;17(6):495. DOI: 10.1016/S1474-4422(18)30125-X
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«Jeoarouusa neungazuernozo aeuenus CMA: docmuiicenus nepgozo namuiemust U Hogvle 20PUOHMbL — CUMHOZUYM
¢ makum nazeanuem cocmosiaca é pamkax X FObuaeiinoii nayuno-npaxmuseckoil Konghepenuyuu Accoyuanyuu demckux He-
6p0a0206 6 ooaacmu muoaoeuu «HEOMHO» «Bpemsa nepevix» ¢ mexcoynapoousim yuacmuem. Meponpusmue npouwiio
6 Mockee c 27 no 29 nosiopa 2025 e. npu nodoepcke AO «Pow- Mockea». B pabome xongepenyuu npunsau yuacmue cneyu-
aaucmot u3 pazauunvix pe2uonoé Poccuu u cmpan CHI (ouno u ¢ gpopmame onaaiin).

B pamxax cumnosuyma o6cyncoaauce cogpemenHsle 00CMUNCEHUS 8 AeHeHUU CNUHAAbHOU MbluenuHoll ampoguu (CMA).
Ilposeden anaauz 5-1emuezo onvima HeUHEA3UGHOU NAMOEHEMUMECKOL MEPANUU C OUEHKOI IhheKmusHocmu u nepeHocu-
Mocmu npenapama pucouniam Ha 0CHo8e OaHHbIX AUMEPANYPbL U ONbIMA, NOAYHEHHO20 NPU NPUMEHEHUU npenapama 6 pe-
aabHOll KaunuYeckol npaxmuxe. Paccmampueaauce npeumyuwecmea u oatsheliutue nepcneKkmussl 0AGHH020 mepanesmuyec-
K020 nodxoda.

Mooepamopom cumnoszuyma cmaa npesudenm Accouuauuu 0emckux Heepoa0206 6 obaacmu muoaoeuu «HEOMHO»,
PyKosodumeaw Poccuiickozo demcko2o HepeHO-MblueMHO20 UEHMPA, e0yulii HAYYHbLIL COMPYOHUK 0MOeAd NCUXOHEBPOA0UU
u 3nuaenmoaoeuu Hayurno-uccaedosamenvckoeo kaunuueckozo uncmumyma neouampuu u demckou xupypeuu um. FO.E. Beao-
muweea PIAOY BO «Poccuiickuii nayuonatvhoti ucciedosameavckuti meouyunckuti ynueepcumem um. H.U. Ilupozosa»
Munsdpaea Poccuu, douenm xaghedpot Hespoaocuu, Helipoxupypeuu u meOuuyuHcKkoi zenemurxu um. axad. J1.0. badaaana
neduampuueckozo gpaxyavmema PIA0Y BO «Poccuiickuii HauuoHabHbLI UCCAC006AMEAbCKUI MeOUUUHCKUI YHUGEPCUNem
um. H U. ITupozosa» Munszdpasa Poccuu, k.m.u. /Imumpuii Baaoumuposuu Baodaseu.

Cumnosuym 0vt1 omxpusim dokaadom Ha memy «Ilepeasn
Heuneasuenas namoezeHemuueckas mepanus CMA. 5 aem onvi-
ma Kaunuyeckux uccaedosanuii. Ilepcnexmuent na 6ydyuiee»,
Kxomopbuiii npedocmasua /{mumpuit Baaoumupoeuy Baodaseu.

CrniHaJIbHasi MbIIIEYHas aTpodust — 3TO peaKoe IMpo-
rpeccupyloliiee MHBAUTUAN3UPYIOIIEe HEPBHO-MbIILIEYHOE
3a00JieBaHUE, OOYCIOBJIEHHOE MyTallMsIMU B reHe SMN 1,
KOTOPBIE MPUBOIAST K HEMOCTATKY (DYHKITMOHAIBHOTO OeJI-
ka SMN, 4TO BbI3BIBACT AereHepaluio aabga-MOTOHEH-
poHoB. OcHOBHBIe xapakTepucTuku CMA BkiIo4aloT
JIETeHEPALIMI0 MOHOTEMPOHOB B LIEHTPAJIBHOW HEPBHOM
cucteMe (LIHC), opToneanyeckue oclOKHEHMSI, peCriy-

paTOpHEIE OCIOXHEHMNS, HAPYIIEHWS CO CTOPOHEI 3KeJTy-
JIOYHO-KHWIIIEYHOTO TpaKTa U pa3IndYHbIe TPYIHOCTH, CBSI-
3aHHBIC C TTUTAHWEM, COKpaIleHHE TTPOTOKUTEIBHOCTH
JKW3HW TTallMEHTOB.

Bce 6osblie JaHHBIX CBUAETENILCTBYET O TOM, UTO Oe-
JJok SMN wurpaet BaxkHYI0 poJjib B (PYHKLIIMOHUPOBAHUU
Pa3IMYIHBIX TUITOB KJIETOK IO BCEMY OpTraHM3MYy. DTO MO-
3BOJISIET TIPEATIONOXUTh, yTo CMA — 3abosieBaHUE, KOTO-
poe 3aTparMBaeT He TOJBKO MOTOHEHpOHBI. BhIcOKMe
ypoBHU Oesika SMN oOHapyXeHbl B pa3TNYHbIX TKaHSIX,
¥ TaHHBIN 0€JI0OK MMEeET KPUTUIECKOE 3HAYCHUE JJTSI MHO-
TMX KJIETOYHBIX GYHKIMHA. JlaHHBIE, ITOTydeHHbBIE B XO/Ie
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HCClIeNOBaHUI Ha XXMBOTHBIX M Yy MalMeHToB co CMA,
Mmokasajiu, 4To CHuXeHue YpoBHSI SMN MoOXeT BIUSTh
Ha KJIETKU ¥ TKaHM B Pa3IMYHBIX CHCTEMaxX OpraHu3Ma.
[1pu 3TOM 3aTparvBarOTCs He TOJLKO MOTOHEMPOHBI, CKe-
JIETHBIC MBILILIBI ¥ CIIMHHOM MO3T, HO U (DyHKLIMK (pruOpo-
0JIacTOB, KJIETOK Cep/lia 1 MeYeHU, KPOBEHOCHBIE COCY/IBI,
penpoayKTuBHbIe opraHbl. Takum obopazom, CMA npen-
CTaBJISIET OO0 CHUCTEeMHOE 3a00JieBaHUE C CEPhE3HBIMM
MOCJICACTBUSIMU ISl OPTaHU3Ma B IIEJIOM.

Kakue BaxkHBIC acTIeKThI 3a00JIeBaHUST CIEIYeT IPH-
HUMaTb BO BHUMaHUe Mpu JieueHuu CMA?

Bo-niepsrix, Bo3aeiictBue Ha LIHC. OcHoBHast npu-
yuHa cuMntToMoB CMA — miotepst (IereHepauusi) MOTO-
HelipoHoB. KpaiiHe BaXXHO, YTOOBI NeliCTBUE Teparuu
ob110 HanpapieHo Ha LIHC, yTo mo3BoasieT U3BMEHUTH
MPOIIECC MPOrPECCUPOBAHUS 3a00IeBaHMUS.

Bo-BTopbix, pacnipoctpanenue mo LIHC u Bcemy op-
ranusmy. Joxknunudeckue moaean CMA cBUIETENbCTBY-
10T O BaXKHOM BO3JICUCTBMU JICUEHMS Ha BECh OPTaHU3M,
a He To1bKo Ha LHTHC, my1s1 A TeTbHBIX IMOJI0KUTEIBHBIX
HCXOJIOB.

B-TpeThux, Mojb3y I IMUPOKOW M pa3HOOOpa3HOM
nonynsauuuy namueHToB co CMA. CMA — pa3HopoaHast
rpyIina 3a00JIeBaHUIA, XapaKTepU3YIOMIAsICs Pa3TUnIHbIMKU
yucaoM konuit SMN2, GeHOTUTIOM U KITMHUYECKUM MPO-
rHo3oM. Yucio konuit SMN2 nipu 3ToM 00paTHO MpOIop-
LIMOHAJILHO TSLKECTH 3a0oJieBaHUsl. OCHOBHBIMM XapaK-
TepucTUKaMU Bcex TUNIOB CMA SBJSIOTCS MbIIIEYHAs
¢1a00CTb U IBUTATEIbHAS TUCHYHKIIMSL.

PucnurmiaMm npeacTasisieT co60il HU3KOMOJIEKYIISIP-
HBII TIpenapar Uil preMa BHYTPb, ACHCTBUE KOTOPOTO
HampaBjieHO Ha reH SMN2 u yBenudeHUe 3KCIIPECCUu
oenka SMN. B pesyabrate BO3AeicTBUSI pUCAMUILIaMa
Ha reH SMN2 obpasyeTcs 6oJiee (yHKLIMOHAIbHBIN 0eJI0K
SMN. Pucauriam ¢cnoco0CTByeT BKIIOUEHUIO 9K30HA 7,
YTO IIPMBOJUT K ITOBBIIICHUIO YPOBHE MOJTHOPa3MEPHOM
marpuuHoii PHK rena SMN2 u yBenvnueHuio cuHTe3a 6eJi-
ka SMN. B uccnenoBaHusIX in vitro IpoaeMOHCTPHUPOBAHO
U3MEHEHUE TI0]T BO3AEHCTBUEM PUCIUIIIaMa MaTPUIHOM
PHK rena SMN2 B ¢pubpodiactax npu CMA 1-ro tuna,
YTO MPUBOIUT K 3HAYUTECIIHHOMY IOBBIIICHUIO YPOBHS
6enka SMN B MOTOHEHpPOHAaX.

Ha noxnuHuveckux ((KUBOTHBIX) Moaeassx CMA Obl-
JIO BBISIBJICHO, YTO PUCAMUILIAM pacIpenesieTcs 1Mo Bcei
HEPBHOI CHCTEMe U 110 BceMy opraHu3my. [IpoaemMoHcTpy-
POBAHO ITOBBILICHNE KOHLIEHTPAIIMU PUCAUILIaMa B KPOBH,
MBIIIIIAX ¥ TOJIOBHOM MO3re (CITMHHOMO3TOBOI SKMIKOCTH )
TIOCJIE BBEACHUS OMHOKPATHOM TO3bI WJIM JO3bI, BBOIUMOIM
1 pa3 B CyTKM IepopajbHO WM MHTPANePUTOHEATbHO,
B T€UEHUE NeproJa IIUTETbHOCThIO 10 39 Hex.

B KIMHUYECKMX UCCIeq0BaHUSIX PUCAUITIaMA y4acT-
BoBajio bosee 450 nauueHToB co CMA. O61as rpymnmna
MalMEeHTOB ObLIa Pa3HOPOIHOM IT0 CBOMM XapaKTePUCTH -
KaM M BKJIIoYaJia 00JIbHBIX pa3HOTO Bo3pacTa (0T Ieproaa

1

HOBOPOXIEHHOCTH 10 60 JIET); HAaXOMAIIMXCS B TIPEIACHM-
MTOMHOI (ha3e, a TakKe ¢ Ae0I0TOM B MJIaICHYECKOM 1 00-
Jiee TIO3THEM BO3pacTe; C pa3HOl CTEEHbIO TSKECTH 3a-
OoJieBaHUSI M pPa3HbBIM YPOBHEM (YHKIIMOHAJbHBIX
CMOCOOHOCTE; ¢ HaTMYMEM U OTCYTCTBUEM KOHTPAKTYD
U CKOJIMO03a (BKII0Yas TSLKeyio opMy CKOIno3a); aMOoy-
JIATOPHBIX MALIMEHTOB U YTPATUBILINX CIIOCOOHOCTD K XO/Ib-
0¢e 1 ClIOCOOHOCTh CUIETh; paHee He MOTyYaBIIUX JICUYCHYE
U C MPEeAIIeCTBYIOIIMM KypcoM KaKoi-Iubo Tepamuu.
BaxxHo, 4TO B MccaenoBaHus pyUcaUILIaMa ObLIY BKITIOYE-
HbI U T€ MOATPYIIbI MNAlIMEHTOB, KOTOPhIE paHee He yJa-
CTBOBaJIU B uccienoBaHusx CMA, Tak Kak HE COOTBETCT-
BOBJIU TEM WU UHBIM KPUTEPUSIM BKITIOUEHMUSI.

Pucnumiam 6601 omoopeH YpaBiaeHUueM 10 caHUTap-
HOMY HaJ30py 3a KaueCTBOM ITUILEBBIX ITPOTYKTOB U Me-
nukameHToB CIIA (Food and Drug Administration, FDA)
MeHee 4yeM 3a 4 roma (BMeCTO CTaHAApTHOI'O CpoOKa
8—10 net) nocJie BKIIOUEHMS MIEPBOTO MallMeHTa B UCCie-
noBaHue SUNFISH.

SUNFISH — nepBoe uccienoBaHue pucauIiama y na-
nueHToB co CMA — craproBasio B 2016 . D10 IBOiTHOE
clienoe 1ianedoKOHTPOJIMPYeMOe KIMHUYECKOE UCCe-
JIOBaHUE IO U3YYEeHUIO 3 (HEKTUBHOCTU M O€30MACHOCTU
pucouruiama y naiyeHToB co CMA 2-ro u 3-ro Tura B Bo3-
pacte ot 2 10 25 net. UccnenoBaHue IoKa3auio J0Jrocpoy-
Hy10 3hEeKTUBHOCTb U 0€30IMaCHOCTD Ipenapara, yiayd-
IIeHWEe MOTOPHBIX (PYHKLUI Y IIUPOKONW BO3pACTHOI
rpymmsl. Yepes 2 Mec mocsie SUNFISH, B nekadpe 2016 1.,
Haudajioch BTopoe uccienoBanre — FIREFISH (oTkpbiToe,
cocTosiiee U3 2 yactel, KTMHUYeCKOe UCClIeqOBaHuE Ma-
ueHToB co CMA 1-ro Tuma; mojy4yeHbl JaHHBIE 3a 5 JIET
tepanuu). B mapte 2017 1. craptoBasio JEWELFISH —
OTKPBITOE KJIMHUYECKOE MCCIIeIOoBaHUE, OLICHUBAKOIIEe
0e30MmacHOCTb, NMePEHOCUMOCTb U (hapMaKOIUHAMUKY
pucaumiaMa y namueHToB co CMA B Bo3pacTte oT 1 roja
nmo 60 yet. B aBrycte 2019 1. Hayamoch McCleIOBaHUE
RAINBOWFISH, oueHnuBarouiee 3¢ (GpeKTUBHOCTD U 0€3-
OIaCHOCTb PUCAMITIaAMA Y MJIAJICHLIEB C TEHETUYECKU MO~
TBEPXIACHHON M mpencuMinrToMarudyeckoir CMA.

Pucnumnnam 6611 ono6peH K npuMeHeHuio FDA B aB-
rycte 2020 1. 1 3apeructpupoBaH B Poccuu B Hosiope 2020 1.

B nccnenosanun FIREFISH, cocrosiBiiem u3 2 ya-
CTeii, ObUTM MOJTyYeHbI JaHHbIE 110 3(P(HEKTUBHOCTU U O€3-
OINMacHOCTH pucAuIiamMa y nauueHToB co CMA 1-ro Tuna
3a 5 jeT. B HeM Takke MpUHSIIM yJacTue MalureHThl U3 Poc-
cur. PesynbraThl MCClieIOBaHUS IIPOIEMOHCTPUPOBAIIH,
YTO TIOCJIE 5 JIET TpUueMa pUcauIiaMa nokasaresib 6ecco-
OBITUITHON BBIKMBAEMOCTH Y MAllMEHTOB, MOJyYaBIIUX
JIeueHue, 3HAUUTEIbHO MTPEBOCXOAU TaKOBOU y AeTei
C €CTeCTBEHHBIM TeueHUeM 3abosieBaHus. B naHHOM uc-
caenoBanuu 91 % neTeit MOCTUINIM MOKa3aTeIsl BBKMBa-
eMoctH, a 81 % — 6eCCOOBITUITHOM BEIKMBAEMOCTH TTOCITE
5 n1eT jeyeHus. Y OONbIIMHCTBA AeTel, MOTyYaBIINX Jie-
YeHHe PUCIUIUIAMOM Ha MPOTSLKEHUU S JIET, COXPaHWINCh
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WJIY TIPOIOJIKIIIM YIYYIIAThCS KJIIOYEBhIC IBUTATEIbHbIC
HaBBIKM B BUJIE YIep>KaHUsI TOJIOBBI, CIIOCOOHOCTH CUIETb,
IepeBOpaYnBaThCs, CTOSATh M, YTO COBCEM HEBEPOSITHO
JUTSL JAaHHOTO 3a00JIeBaHMsI, CIIOCOOHOCTU XOAUTD: 6 IeTeit
yepe3 S JIeT JISYSHUsS] CMOTVIM MEUICHHO IepeMelaThbCst
¢ MoaAepxKKoii (Aepxkach 3a UTo-1160). PaHee a1 nau-
eHToB co CMA 1-ro Tuma Takoe yaydyiueHue (pyHKLU
CUMTAJIOCh COBEPIIEHHO HEBEPOSITHBIM. Y GOJIBIIMHCTBA
MalMEeHTOB, IMOTyJYaBIIMX JICYCHUE PUCIUIUIAMOM Ha IIPO-
TSDKEHUU 5 JIET, COXpaHWIaCh CIIOCOOHOCTD IJIOTaTh M IIPHU-
HUMAaTb MUILY (CIIOCOOHOCTH K MepOpaTbHOMY IMTUTAHUIO).
CrrocoOHOCTb IJTOTaTh coxXpaHmiiach y 46 (79 %) nauneH-
TOB U3 58, CIOCOOHOCTD MEPOPaIbHOIO MUTAHUS — y 42
(91 %) u3 46, a onHOE IEePOpPaTbHOE (MCKIIOYUTEIBHO
repopajabHOe) KopMieHUe coxpaHsioch B 80 % ciyvyaeB
(y 37 u3 46 manmenToB)! be3ycioBHO, cOXpaHEHME ITEPO-
PaJIbHOTO KOPMJIEHUS UMEET OTPOMHOE 3HAYCHUE JIJIST Ka-
YecTBa XKU3HU CEMbH, Bellb IIPU €CTECTBEHHOM TEYCHUM
CMA 30H10BOE MMTaHUE ¥ YCTAHOBKA TaCTPOCTOMBI TPE-
OYIOTCSI TPaKTUYECKU BO BCEX CIIydasiX yke B Bo3pacTe 12
Mec.

HeTu, romy4yaBiime pucauIniaM B Te4eHUE S JIET, TTpo-
JeMOHCTPUPOBAIN YCTOMUYMBOE YJydllieHHe Oanna
no CHOP INTEND (The Children’s Hospital
of Philadelphia Infant Test of Neuromuscular Disorders,
TECT JJIs1 OLIEHKH ABUTaTeIbHOM (PyHKLIMU y AETel U B3pO-
ciieix co CMA, HeCITOCOOHBIX K CAaMOCTOSITEJIbHOMY Tiepe-
nBuxeHuo). etu co CMA, noayJyaBline pucIUILIaM,
yepe3 5 JIeT JieYeHUs NOCTUIIM TToKa3arels >40 6ajioB
B 81 % cny4aeB (38 u3 47 mauyeHToB) 1 >50 6ayioB B 62 %
ciayvaeB (29 u3 47 manueHToB). [1pu 3ToM 60IBIIMHCTBO
MMallMEHTOB TOCTUIIN HEOOXOIMMBIX HABBIKOB B TCUCHME
2 JIeT ¥ COXpaHWJIM MX Ha BCEM IPOTSLKEHMU MCCIeI0Ba-
Hus. B 1o xxe Bpemst y neteii co CMA 1-ro Tvna, He ToJjy-
YalolluX JjedyeHue, ooiuii mokasatesib o CHOP INTEND
penxo gocturaet 40 6aiioB.

Ha npotstkeHuu 5 et iedeHus 3HaYMTETbHO CHIKA-
JIOCh KOJIMYECTBO FOCIUTAIM3ALINI; IIPH 3TOM YMEHBIIIE-
HHUE YKcia TOCIMTAIM3aU OTMEYaloCh KaXKIblil TO/I.
B 22 % ciyyaeB (13 13 58 malMeHTOB) ACTSIM HU pasy
He nmoTpeboBaiach roCIUTAIM3alIMS TTOCIe Havyasla jJede-
HUSI PUCAUILIAMOM 3a TIepUoJ ucciaenoBanus. B meaom
K 5-My rofy JedeHMs KOJIMIeCTBO TOCTIUTAIM3alIMil CHU -
3WJIOCH MpakTUYecKu B 15 pa3. B To Xe BpeMsI B KOropTe
C €CTECTBEeHHBIM TeUEHMEM 3a00JIeBaHsI BCE JCTU TOCTIN -
TAJTU3UPOBAIIACH OT 4,2 10 7,6 pa3a eXXeromHo.

KomnuuectBo HexenaTenbHbIX siBneHuit (HA) Ha ¢poHe
Tepanuy pUCIUILIAaMOM CHU3WIOCH ITociie 1 rofa JedeHust
M CTaOMIM3UPOBaANoCh K 5-my roay. I1pu aTom ob1iee Ko-
smyecTBo HSI cHu3mnoch Ha 66 % Mexmy 1-M u mocnen-
HMM TOJIOM UCCJICIOBaHUsI, I OTMEUEHO PE3KOe CHUKCHUE
yucya HA Ha npotstkenuu 3, 4 v 5-10 roga UCClIeAOBaHMS.

SUNFISH — kauHuveckoe ucciaenoBaHue 3¢ oex-
TUBHOCTH ¥ 0€30ITaCHOCTY PUCIUITIaMAa y JeTei, ITIOIPOCT-

1

KOB M B3pocJbixX ¢ AebioTom CMA B 0oJiee Mo3aHeM BO3-
pacTe; maHHBIE IOJYYEHBI 3a S5 JIeT HaOIIoaeHMUSI.
B uccnenoBaHum ydyactBoBaiu nauueHThl co CMA 2-ro
U 3-TO TUIA, HECIIOCOOHBIE K X0Ab0e, 1 ObIJIM BKIIIOUEHBI
B TOM 4McCJie MalueHThl 3 Poccuu. MccnenoBanue cocTo-
SI710 U3 2 YacTeil: B 1-1 4aCTH y4acTBOBAJIO TOJIBKO 3 €BpO-
MeCKYe CTpaHbl, TOTAa KaK BO 2-1 YaCTH YMUCJIO YIaCTBY-
IOIIMX CTPaH YBEJIMYMIOCH, BKiIodast Poccuio.

Bo 2-ii vactu ucciaegoBanusgs SUNFISH nonydena
IMOJIOKUTEIbHAS TUHAMMKA IBUTaTeIbHBIX (QYHKIIWA
no RULM (Revised Upper Limb Module for SMA, niepe-
CMOTPEHHBIM MOJTYJTh OLICHKM MOTOPHBIX (DYHKIIMI1 BEpX-
HUX KOHeYHocTe# y nauueHToB co CMA) o cpaBHEHUIO
¢ TpyImmnoii miauebo (HaboaeHrEe B 3TO IrpyIiIie Mpoao-
KaJtoch B TedeHue 1 roga). OO1ast momyasiius BKIoJaia
MalMEeHTOB B Bo3pacTe oT 2 10 25 jeT. JlocTUrHyToe yayd-
mwenue mo RULM coxpaHsiioch Ha TIPOTSKEHUU S JIET.
B TO Xe Bpems Ipu OTCYTCTBUU JICUCHUS y MAIllMEHTOB
co CMA 2-ro u 3-ro TMMna ¢ Te4YeHUEM BpEMEeHU OTMeYa-
JIOCh CHUXXeHMe obiueit oueHku mo RULM npumepHo
Ha 1,5—2,0 6ayu1a B rof.

Taxxxe mpoBoauiack oueHka mo SMAIS (SMA Inde-
pendence Scale, mKkana mist OLeHKU (YHKIMOHATbHOMN
He3aBucuMocT npu CMA) — 3To crieumajbHas 1Kaa,
pa3paboTtaHHas ajisl maureHToB co CMA; B ompoce npu-
HMMaJIM y9acTHe MAIMEeHTHI (€CJIU MX BO3PACT ObLT HE MEHee
12 ner) wiu ux ponurenu. [auueHTs! (B Bo3pacte 12 yiet
U cTaplle) COOOIIaIN O TTOCTOSIHHOM YJIYYIIIEHUN OOLLIEeH
oueHku o SMAIS-ULM (SMA Independence Scale — Up-
per Limb Module, Momysib olieHKY ABUTATEIbHON (DYHKLIMN
BEPXHUX KOHEYHOCTEI), 10 CPAaBHEHUIO C YPOBHEM Ha 3Ta-
e BKJIIOYEHMSI, IPU JICUCHUU PUCIUILIAMOM B TeUCHME
5 net. Ilpu aTOM yiydllieHrEe ObIJIO OTMEYEHO YK€ Ha Ha-
YaJIbHBIX 3Tamax JIeYeHUs (110 CPaBHEHUIO C TPYIIIIOi T1a-
1100 (HabII0IeHYE B 3TOM IrPYIINE ITPOIOJIKAJIOCH B TEUCHHUE
1 rona)) ¥ cOXpaHsIOCh Ha IPOTSDKEHUH BCETO MCCIIeI0Ba-
Hus. [1o JaHHBIM JIMII, OCYIIECTBIISIONINX YXO 1 (IaHHasI
OIICHKA IMPOBOAMJIACH JUTS BCEX IMALIMEHTOB), OTMEUYECHO I10-
CTOSTHHOE yJyullieHue oobieit oteHku mo SMAIS-ULM,
10 CPaBHEHMIO C YPOBHEM Ha 3Tare BKIIOYCHMS, TIPH Jie-
YEHUW PUCAUIUIAMOM B TEUCHUE S JIET.

IIporpamma KIMHUYECKUX UCCSTOBAaHUIM PUCIUTLIA-
Ma HaXxOIUTCS B XOJIe BBIITOJIHeHUS. OHa BKIIIOYAET 310PO-
BBIX JIOOPOBOJIBLIEB, JIUI] C TIPEACUMIITOMATHYECKOM CTa-
nueit CMA 1 aliueHToB, paHee MmostydyaBiiyx JiedueHre CMA.
IIporpamma paszneneHa Ha 2 ¢asbl. [lepBast daza (BABE)
BKJIIOUAET 300POBBIX J0OPOBObLEB (Bcero 131 yyacTHUK
B Bo3pacTe oT 18 mo 55 neT) u cocTouT U3 3 yacTeil:
1) olleHKa OTHOCUTEJILHOM TIepOpaIbHOI OMOIOCTYITHOCTU
HOBBIX JIEKAPCTBEHHBIX (hOPM PUCIUILIaAMa B BUIlE TabJie-
TOK B CPAaBHEHUU C CYILECTBYIOIIUM PACTBOPOM PHUCIH-
IJIaMa JIIs TIpreMa BHYTPb; 2) OMO3KBUBAJIEHTHOCTh U BTV -
SIHUE MpueMa IMUILIM IS HOBOM JieKapCTBEHHOI (popMbl
pucauIiiama B Buae TabJeTOK, BEIOpAaHHOM B yacTu 1;
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3) OMO3KBUBAJIEHTHOCTh W BJIMSHME MpUeMa IUIIU
JIJISL IPYTOil HOBOM JieKapCTBEHHOM (hopMbl pucauILIaMa
B BUJI¢ TaOJIETOK, B 3aBUCMMOCTH OT PE3YJIBTaTOB, MOJIY-
yeHHBIX B yactu 2. Bropas ¢aza (PUPFISH) — uccneno-
BaHUe (PapMaKOKMHETUKHU 1 OE30ITaCHOCTY PUCAMIUIaMA
Ha npecuMmnToMarnueckoit cranuu CMA (Ha MOMEHT TIpu-
eMa IepBOi M03bl pUCAUILIAMA BO3PACT YYaCTHUKOB
ob11 <20 gHeit), BKiovaouee 10 yJacTHUKOB.

JokazaHa OM03KBHUBAJICHTHOCTD JIEKapCTBEHHOM (hop-
MBI pUCAMILIaMa B BUIE TaOJIETOK 1 KUIKOM JJeKapCTBEHHOM
¢opmbl. [TpoBoaunock KnmHUYecKoe ucciaenopanue I (pasbl
C yJacTHeM 3I0POBBIX JOOPOBOJIBLIEB OT 18 10 55 J1eT, y Ko-
TOPBIX OTCYTCTBOBAJIM JIFOOBIE COITYTCTBYIOIIME 3200 IeBAHMS
M COCTOSIHMSI Ha MEepHOJ UCCIISNIOBAHUS UM B aHaMHe3e,
KOTOPBIE MOIJIM OBl ITPENCTABISATh PUCK IS y4aCTUS B UC-
CJeIOBaHMM; TAKXKe JOOPOBOJIBIILI HE TOJKHBI OBUIH I10-
JlyyaTh KaKue-Tu0o Apyrue JIEKapCcTBEHHbIE TIpenapaThl
3a MecsI1I 10 Hayajla UCCASIOBAHUS U B IIEPUOM UCCIIEIO-
BaHus1. McclenoBaHue BKIIIOYAJIO 3 ieproja ¢ IeprOIOM
BBIMBIBaHMS 14 THEM MeXIy IepruogaMy MCCIIeI0BaHMSI.
Y4acTHUKY MCCIeIOBAHNST ObLIN pa3iesIeHbl Ha 2 TPYIIITHI.
KaxmoMy 13 y4acTHMKOB B pa3IMYHOI ITOCJIEIOBATEb-
HOCTU B pa3Hble IEPUOAbI UCCICIOBAaHMS ObLI BBEICH
pucOMILUIaM B 2 pa3HBIX JIEKAapCTBEHHBIX (hopmax
JIO VIJT TIOCJIe TIpreMa MU (Bcero 6 UCCeIyeMbIX KaTe-
ropuit): XXuaKasi JeKapcTBeHHas (hopMa HaTOILAK U MOCIe
nmpyueMa NHIIW; TabJeTKa, MPOTJoYeHHas LETUKOM,
JIO ¥ TIOCJIe TTpreMa IUILIK; TUCIIepTupoBaHHas TabieTka
IIo ¥ mocyie npueMa nuiy. OleHkKa NepBUYHBIX UCXOI0B
BKJIIOYAJIa aHaJM3 KOHIIEHTPAIlMM Tperapara B Ijia3Me
KPOBHU, OIIeHKA BTOPUYHBIX UCXOM0B — aHaIN3 1oyu (%)
yuyactHUKOB ¢ Hf u cepbesnbiMu HA. Pesynbratsl maH-
HOTO MCCJICIOBAaHMS TTPOIEMOHCTPUPOBAIN OMO3KBHMBA-
JIEHTHOCTB Ta0JIETUPOBAHHOTO PUCIUILIAMA U €TI0 KUAKOM
JIeKapcTBeHHOI (hopMbl. Takoke MccliefoBaHUE MOKA3allo
COTIOCTAaBUMOCTb ITpoduIIeli 3aBUCUMOCTH KOHIIEHTPALIN
pucouIIaMa B IJIa3Me KPOBHU OT BPEMEHM JUIS XKMIKOM
JIeKapCTBEeHHOI (DOpMBI IperiapaTa v Uit hOpMbI B BUIE
TabJEeTKN (MPOTIOYEHHOM LETNKOM WU JUCTIEPTUPOBAH-
HOI1) KaK IocJjie mpueMa IUIu, TaK U HaToIlaK.

B nHacrogmiee BpeMs >16 000 manmeHTOB U3 6ojiee
yeM 100 cTpaH MoayYniIn Teparuio puCIUIIaMOM BO BCeM
Mupe. Pucouriam — eTMHCTBEHHBIH ITperapaT Il HeUH-
BasuBHoOM Tepanmuu CMA. ¥V nojyyaBiux jJe4eHue puc-
IUIJIaMOM TMallMeHTOB Pa3HOTo Bo3pacTa (MJIaJeHIIEB,
JIeTeld, TIOAPOCTKOB M B3POCJIBIX) OBUIM OTMEUEHBI CTOMKOE
YAYYIIEeHUE WU CTaOWIM3alysl ABUTATeIbHOM (PYHKIINH,
COXpaHEHME CIIOCOOHOCTH IJIOTaTh M MPUHUMATD ITUIILY
nepopayibHO, cTabuIbHasg aKcnpeccus oeaka SMN B LIHC
U nepudepruvecKnx TKaHIX, XOpollasi IepeHOCUMOCTh
JIEUEHUS C €XKeTHEBHBIM IIPUEMOM IIperapaTa B JOMalTHUX
YCJIOBUSIX, TIOATBEPXACHHASI KIMHUYeCKass 3(DHEeKTUB-
HOCTb JICYCHUST TTPOJOJIKUTEIBHOCTBIO >5 JIET.

Jloxaad na memy «Bpemsa umeem 3nauenue. Pannas
OUAZHOCMUKA U CB0CEPEMEHHAS HEUHBA3UBHAS NaAMoze-
Hemuyeckas mepanus nayuenmoe co CMA» npedcma-
eula 3amecmumend OupeKmopa no Hay4Hoi pabome,
3aeedyrouias omoeseHueM NCUXOHEBPOA0UU U peaduiu-
mauyuu DIAY «Hauuonarvhoiii meduyunckui uccie-
dosamenvckuii uenmp 300poevsa demeii» Munzdpaesa
Poccuu, k.m.n. Eezenus Baadumupoena Yeaxuna. B do-
KAaade npoaHaiu3upoeansvl OCHOGHbLE 6eXU U ycnexu, 0o-
cmuenymole ¢ aevenuu CMA 3a nocaednue 5 aem.

ToBopst 0 pa3BUTUM METUITMHCKOM ITOMOIIIY MallieH-
TaM ¢ HEPBHO-MBIIIEYHBIMU 3a00JIeBAHUSIMU, MBI TIpe-
KpPacHO ITOHUMAEM, YTO TOCTVKCHUS B 00JIACTU TCHETUKMU,
pa3BUTHE MTATOIeHETUICCKOM Tepariiy 1 MOSIBJICHUE TeH-
HOW TepaIuu ONpeAeIUIN BO3MOXHOCTb TPUHIIUITAAIb-
HOTo U3MEHEHUs (HEeHOTHUIa MalMeHTa U KayecTBa €ro
ku3HM. OCHOBHBIC BEX! B Pa3BUTUU M COBEPILIEHCTBOBA-
HUU MEIMIIMHCKOM ITOMOIIM JIJIsT 3TOI KaTeropuu Iarm-
€HTOB B Hallleil CTpaHe BKIIIOYAJIN:

1) 10 2021 r. — BBeeHME IPOTrpaMM CEIEKTUBHOTO CKPH-
HMHTA;

2) B auBape 2021 r. — co3panue poHma «Kpyr gobpa»
(poHpm ObLT co3paH yka3oM mpes3uaeHTa Poccuiickoit
Deneparm Ne 16 ot 5.01.2021 11 oKa3aHMST TOMOLIN
JETSIM C TSDKEJIBIMU XXU3HEYTPOXAIOIMIMMU U XPOHU-
YeCKUMM 3a00JICBAaHUSIMU, B TOM YMCJIE PEIKUMMU (Op-
(aHHBIMM) 3a00JIeBaHUSIMU; yupenuTeaeM (doHaa
SBJISIETCS MUHUCTEPCTBO 3apaBooxpaHeHust Poccuii-
ckoit Menepainm);

3) 82023 . — BBeJgHNE pacIIMPEHHOr0 HEOHATaAbHOTO
ckpuHuHTa Ha 40 3a00JieBaHU1 Ha BCeil TEPPUTOPUU
Poccuu;

4) B 2019—2025 rr. — BHeIpeHue IporpaMM 10perucTpa-
LIMOHHOTO JIOCTYIA U B JaJIbHEMIIIEM — PETUCTPAIIUIO
MaToreHeTHuYeCcKo/TeHHoi Tepanuu B Poccuiickoi
Denepanyn.

HestenbHocTh oHAa «Kpyr 1odpa» (KOTopblit ObLT
CO3MIaH TIOYTH 5 JIET Ha3an) obecrieuymia BOBMOXHOCTh
IOJTYy4CeHUsI TATOTEHETUYECKOI Teparu BCEMU TE€ThbMU
B Poccuiickoit @enepaiyu, a codeTaHue ¢ pacIMPEeHHBIM
HEOHATaJTbHbIM CKPUHUHTOM JAa€T BO3MOXHOCTh Havaia
IMaTOreHETUIECKOM Teparuu eIle Ha MpeCUMITOMaThye-
CKOI1 cTagnm 3a00JIeBaHMS.

[IpeacraBuM HECKOIBKO KIMHUYECKHUX CIIydaeB, Xa-
pPaKTepU3YIOIIUX COCTOSTHUE JAeTeld Ha TOM 3Tare (3a 1o-
CJIeHNE HECKOJIBKO JIeT), KOTra B HallleM PacIOpsDKEHUH
OBLIM TOJBKO ITPOrPaAaMMBbI CEJIEKTUBHOTO CKPMHUHTA JIN0O
MPOTpaMMBbI JOPETUCTPALIMOHHOTO TOCTYIIA.

IlepBriit mpeAcTaBACHHBIA KIMHUYECKUN Claydaill —
3TO OJHA M3 HAIIMX MEPBBIX MALIMEHTOK C JOCTATOYHO
XapakTepHoit uctopueii pazsutuss CMA 2-ro Tumna; oco-
OGEHHOCTb €r0 COCTOMT B TOM, YTO IO MECTY XKUTEIbCTBA
JIMarHO3 He ObLI YCTaHOBJIEH CBOEBPEMEHHO, HECMOTPSI
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Ha TOSIBJICHME XapaKTepPHOIro MpU3HaKa — Tpemopa —
B Bo3pacTe 6 Mec (IIpY 3TOM MCKITIOYaIUCh Ipyrue 3a00-
JIeBaHUSI HEPBHOU cucTeMbl, HO AuarHo3 CMA He ObLI
3a003peH B JaHHOM BO3pacTe).

Knunuyeckuin cnyyai 1

Tlauyuenmra H. Jluaenos: CMA 2-20 muna.

Jlannvie anamuesa: pebenox om 2-il bepemeHHOCMU,
2-x onepamueHbix podoe Ha 37—38-it nedeae eecmauuu. Mac-
ca mena npu poxcdenuu — 2630 e, oruna mena — 47 cm;
ouenka no wikane Aneap — 8/9 6annos. Momoproe pazeumue:
204108y depicum ¢ 2 mec; nepesopauusaemcs ¢ 4 mec; cuoum
camocmosmensvio ¢ 6 mec; noazaem Ha uemeepenvkax c 1 eo-
da; camocmossmenvHo HUK020a He 6Cmaesand, Moabko ¢ Ono-
POIL; cmosaa ¢ N000epICKOI, CaMOCMOAMENbHO He X00uAd.

C 8 mec ommeuancs mpemop pyK, 8 c8s3u ¢ yem Obiau
UCKAIOUeHbL HacaeOcmeeHHble 001e3HU 00MeHa U MUMOXOHO-
puanbHble 3a601e6aHUS.

B 6o3pacme 1 eoda 1 mec évisiénena deneyusi 7—8-20 K-
30H06 eena SMN 1 6 20M03u20mHOM COCMOSHUY U YCIMAHOBAEH
duaenoz CMA; koauuecmeo xonuii ecena SMN2 — 3. B 603-
pacme 3,5 eoda deeouka Ovina éxaouena 6 Ilpoepammy pan-
Heeo docmyna Kk mepanuu npenapamom pucouniam. Ha mo-
MEHM UHUUUAUUU MEePanuu: noa3aem Ha 4emeepeHbKax,
DPeUUnpoKHoe noA3aHue OMCcymcmeyem, caoumesi U cuoum
(chuna kughosuposana); 6ydyuu nocmaeaeHHOU, CMoum
¥ onopul u nepedsueaemcst 6001b Hee, ONUPASCH NPeUMyule-
CMBEHHO HA GepPXHUE KOHEYHOCMU; MEeAKds MOMOPUKA PYK
paszeuma y0061emeopumenvro (pucyem, uepaem, ecm camo-
cmosimenvHo). B amom nepuod HycurepceH 0bia yiice 3apeel-
cmpuposan, u 6 Ilpoepammy panneeo docmyna Kk mepanuu
npenapamom pucouniam mo2au Obims GKAIO4EHbL Me NAUUeH -
Mbl, KOMOpble UMeaU NPOMUBONOKA3AHUSL K UHMPAMEKANbHO-
MY 88edeHuto HycuHepcera. /leouka 0biia 6KAHHEHA 8 OAHHYIO
npoOEPaMMY 6 C83U C PACHPOCIPAHEHHbIM 0epMAMUMOM.

TIpu konmponvHom ocmompe 6 6ospacme 4.1em (uepes 6 mec
mepanuu pucoUnIamom): Modcen nPoooAICUMENbHO be3 0no-
Dbl CHOSIMb HA <BbICOKUX KOACHSX»; CAMOCIMOSMENbHO 6Cmaem
U NPOOOANCUMENLHO CHIOUM Y ONOpPbL; cmaia bonee aKmueHO
nepeodgueamocsi 60046 ONOPbL,; 603POCAA NEPEHOCUMOCTTL U3~
YECKUX HASPY30K,; YAYHUUAACL MeaKas Momopuka. B yesom
npu duHamMu4eckom Habro0eHul Ha ghore mepanuu pucounIamom
¥ 0e60UKU OMMEHAACS NOCIOSIHHbLIL NPOSPecC 6 pazeumuiu 08U-
2amenvbHbIX HABbIK08. B mo dice épems 045 Hac o4esuoHo,
Ymo npu Haane Mepanuu Ha CUMRIMOMAMUMECKOU CAOUU 04eHb
3HAUUMO A1000€ YayuuleHue, MaK Kaxk noeuduiue 0o Ha4ana Ae-
YeHUsT MOMOHEUPOHbL YJice He CHOCOOHbI K 80CCMAHOBACHUIO.
O0Hako peabunumaylisi 6 COMemaHul ¢ NAmMo2eHemu1eckoll me-
panueii npusooum K npoepeccy 08U2amenbHbIX HaBbikos dadice
8 3MUX CAYHASX (Ha CUMPMOMAMUYECKOl Cmaoduu).

Ilpu konmpoavHom ocmompe 6 o3pacme 4,5 eooa (uepe3
1 200 mepanuu pucounasamom) ommeuero danvHeiuiee Yayy-
weHue: 0e604Ka MOJcem NUMb U3 YAUKU, CIOSI HA <«@bICOKUX

KOACHSX»; CAMOCMOSMENbHO 6CIAem U AKMUBHO nepeosu-
2aemcsi 80016 ONOPbL; YBEAUHUACS 00BeM 08UICCHUI, U 803~
DOCAA MbIUEHHAS CUAQ 8 HUNICHUX KOHEYHOCMSIX,; XO0UM C ONO-
POl HA «<Kpacu»; YAYHUUAACH MeAKas MOMOPUKA.

Mot cmonkHyaucy ¢ mem, umo 0anexo He 6ce20a npozpecc
deueamenvHbiX HABbIKOB MOJICem Oblmb OMPAdicer NPy OyeH-
Ke no cywecmsyrouum wkasram. Hanpumep, «<manunyaupo-
8aHUe C YAWKOIl, CMOsl HA «BbICOKUX KOAEHAX»» — OAHHbLIL
HABbIK He OMPAJICEH 8 CYUWeCMBYIOUUX WKAAaxX, 00HAKO MO,
0e3yc106HO, 601bUOIL YCheX.

Ilpu konmpoavrom ocmompe 6 o3pacme 4 eoda 9 mec
(uepe3 1200 3 mec mepanuu pucouniamom): 0eouka Kpam-
KOBDEMEHHO CImOoum y onopsl; YEeAu4usach CUid 6 6epXHUX
KOHeUHOCmSX.

Yepes 1200 6 mec mepanuu pucouniamom: pebeHoK xopo-
o UCnonb3yem nepeorue onopHvle XO0YHKU, XOPOUIo NoA3aem
10 Y3K0Ii no8epxXHOCmU (o OpesHy) ¢ NONbIMKAMU NPeodoNeHUs]
cunvt macecmu. Yepes 1,5 coda mepanuu pucouniamom oueH-
xa no HFMSFE (Hammersmith Functional Motor Scale —
Expanded, pacuupennas wikana ouenku MOmopHvix (hyHKUU
Xammepcemum) yseauuunacs ¢ 37 do 48 bannos.

Yepes 2 200a mepanuu pucouniamom: 0e604Ka AKMueHo
u Obicmpo noazaem (3HaA4UMENbHO Y8EAUHUAACH CKOPOCMb);
nepewazusaem uepe3 HeboAbUIUE NPENIMCMEUS C ONOPOU
Ha 6epXHUe KOHeYHOCMU.

Yepes 2,5 co0a mepanuu pucounsamom: deeouka nolma-
emcs Xo0ums Ha 08YPYHHOL ONOpe; 3HAYUMENbHO YAYHULUAAC
KoOpOuHauus 08UMCeHUs; 3HAUUMENbHO Y8eAudUNCcs 00BeM
08udICeHUTI 8 HUICHUX KOHEUHOCMSAX, 8 MOM YUCAe 8 Npouec-
ce 3aHamull 8 bacceiiHe ¢ UHCIMPYKMOPOM.

Yepes 3 eoda mepanuu pucouniamom: 0eso4Ka UCNoNb-
3yem 3a0HeonopHbvie X00YHKU,; 0MMe*eHO 3HAYUMEeNbHOe Y8e-
AUHeHue 08UamenbHuiX QYHKYULL 8 OUHAMUKE O CPAGHEHUIO
C UCXOOHBIM YpoBHeM (00 Hauana nevenust).

Ilpu smom xomenoce 661 OMmMmemums 8bICOKYI0 KOMNAA-
eHMHOCMb mepanuu, 0eeouKa NOCMOSHHO noay4aem peadu-
AUMAYUOHHbBIE KYPCbl; SO0 UePaem 8alNCHYI0 POb 8 BbICOKOM
agpexme mepanuu. JJocmueHymol 3HAUUMeNbHble YCnexXu,
HecMomps Ha no30Hee Hauano mepanuu (6 3,5 eoda) nHa cumn-
momamuueckoii cmaoduu. Kiroueevim cocmaeasrouum 0o-
cmueHymoeo ycnexa 0bi10 couemaHue namoeeHemu4ecKoll
mepanuu, NOCMOSHHOU peabuiumayuy U MyaomuoucCyunIl-
HapHo20 conposoicoeHus.

Bo BTopoM KJIMHUYECKOM cllydae peOEHOK MOTYYMIT
Tepanuio pucauriamMmom dyepes poHa «Kpyr mnobdpas.

Knunnyeckuin cnyyai 2

Hayuenmrka B. /luaenos: CMA 3-20 muna.

Jlannvle anamuesa: pebenox om 1-it bepemennocmu, ca-
MOCMOSMENbHBIX CPOUHBIX 0006 Ha 39-ii Hedene eecmayul.
Macca mena npu poxcdenuu — 3350 e, oauna meaa — 50 cm;
oyeHka ho wkane Aneap — 8/9 6annos.
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MomopHoe pazeumue: 20108y depicum ¢ 2 mec; nepeso-
pauusaemcs ¢ 4 mec; cuoum camocmossmenvto ¢ 6 mec; xooum
¢ 9 mec.

B 2,5 200a podumenu ommemunu y pebeHKa MOMOPHYIO He-
A08KOCHb, MPYOHOCMU NpU nodseme U Cnycke Ho AecmHuye.

Hacnedcmeennulit anamues: omseoujeH. Y maadueii ce-
cmpbl duaeHocmuposana CMA 2-eo muna; noayuana eeHHY0
mepanuio.

B 6o3pacme 3 nem 9 mec 6visi6aena deneyusn 7—8-20 k-
30106 2ena SMN 1 6 20M03u20mHOM COCMOSHUY U YCIMAHO0BAEH
duaenoz CMA; koauuecmeo xonuii eena SMN2 — 3.

B so3pacme 4 aem nawama namoeenemu4ecKas mepanus
npenapamom pucouniam. Ha momenm unuyuayuu mepanuu:
mpyoHocmu npu nodseme U cnycke no aecmuuue; 0egouKa
He MO2Aa npbleamb Ha 00HOU Ho2e; He MO2Ad CAMOCMOSMEeNb-
Ho doiimu 6e3 ocmanoeok do demckoeo cada (300 m); ve mo-
ena beeamo.

OcobeHHocmblo 0aHHO20 CAYHASL ObIAU MUHUMAAbHBLE NPO-
A6eHUsL 08U2AMENbHbIX HAPYUEHUL HA SMane YCMAH08AEHUs
duaeno3sa. /luaenos 0bi1 3ano003peH 8 c653uU ¢ NOA0HCUMENb-
HbIM CEMEUHbIM AHAMHE30M — 00Aee MANCeN0l KAUHUYECKOl
kapmunoit CMA y maadwieii cecmpbl.

Yepes 1 200 mepanuu pucouniamom ommeyeHa 3Ha4u-
MEAbHAS ROAOHCUMENbHASL OUHAMUKA: Y 0e80UKU Hem mpyo-
Hocmell npu nodseme U Cnycke no AeCHUUe; Moycem npoi-
2amv Ha 00HOIU HO2e; MOJCem CAMOCMOSMENbHO O00UMU
0e3 ocmanoeok do demckoeo cada (300 m); Hayuuracy Oe-
2amo.

Yepes 1 200 4 mec mepanuu: yayuuuaucs Npuidcku u bee;
desouxa xo0um Ha OAumenbHble paccmosHU.

B npouecce nabaiooenus na ghone mepanuu pucouniamom
docmueHymol 3HAUUMenbHble Ycnexu, 00HaKo He yoaemcs 00-
cmuub 66 6a108 (MaKcUManbHo 603modckblil 6ain) no HFMSE;
nokazamens eapvupyem 6 npedeaax 62—63 baana.

Yepes 2 eoda mepanuu, co c106 mamepu, «0ouka ece
bonbute u boabULe NOX0XNCA HA 00bIYHO20 PebeHKa».

Crenyollnye KIMHUYECKUE Cydau WITIOCTPUPYIOT
YCTaHOBJICHUE ANArHO3a B pe3y/ibTare BHEAPEHUS pacIly-
PEHHOTO HEOHATAJILHOTO CKpUHKMHTA Ha 40 3a60/1eBaHUIA
Ha Bceii tepputopun Poccun.

Knunnyeckuin cnyyai 3

Tayuenmra H., sozpacm — 1 200. Juaenoz: CMA 5q.

Jlannble anamuesa: pebeHok om 3-ii bGepemeHHOCMIU,
U3 080UHU, OM 2-X CAMOCMOSMENAbHbIX CPOUHBIX POOOE
Ha 37-it Hedene eecmayuu. Macca meaa npu poxcoeHuu —
2460 e, dnuna meaa — 47 cm.

Momopnoe pazeumue: 2ono8y depyucum c 3 mec; cuoum
camocmosamenwvHo ¢ 7—8 mec; cmoum y onoput ¢ 10 mec; xo-
dum c 1 eo0a.

1lo pezyrbmamam HeoHamanbHo20 CKPUHUHEA BbIAGACHA
deneyus 7—8-20 3k30H08 cena SMNI1 6 como3zucomuom

cocmosnuu u ycmauosnen duacnos CMA 5q; koauuecmeo
xonuii eena SMN2 — 4.

B so3pacme 1 mec Hauama namoeenemuueckas mepanusi
npenapamom pucouniam.

Knunuyeckunin cnyyaim 4

Hayuenmrxa M., sospacm — 1 200. Juaenoz: CMA 5q.

Jlannvie anamuesa: pebeHok om 2-il bepemeHHOCMU,
U3 080lHU, OM 2-X CAMOCMOAMENbHBIX CPOUHBIX POO0S
Ha 38-ii Hedene eecmayuu. Macca mena npu poxcoenuu —
3200 e, dauna mena — 49 cm.

Momopnoe pazsumue: 20108y depaicum ¢ 3 mec; cuoum
camocmosamensvHo ¢ 7 mec; cmoum y onopui ¢ 10 mec; xodum
¢ 11 mec.

1lo pezyromamam neoHamanbHo2o CKPUHUHEA BbIAGACHA
deneyus 7—8-20 3k3on08 eena SMN1 6 eomozuecomnom co-
cmosiHuu u ycmaroenen ouaenos CMA 5q; koauuecmeo Konuii
eena SMN2 — 3.

B sospacme 1 mec Hauama namoeenemuueckas mepanusi
npenapamom pucouniam.

B pesysibTate paHHel AMarHOCTUKHU U PaHHETO Havaja
Teparuy PUCIUTLIAMOM Pa3BUTHE STUX IETEH COOTBETCT-
BYET BO3PACTHBIM HOPMATUBaM.

Takum o6pa3oM, B IIpoliecce AMHAMUIECKOTo HabJII0-
JEeHUsI MPOAECMOHCTPUPOBAHO 3HAYMMOE YIydllleHUe
P Tepariy PUCAUILUIAMOM JaXke MpPH MO3IHEM Hadae
JICUCHUST Ha CHMITTOMATUUYECKOM CTaIuU, HO, 6E3YCIOBHO,
Haubojee BBICOKME PpE3YyJbTaThl JAOCTUTalOTCS
MPY KaK MOXHO 0oJiee paHHEM Hayajie Teparnuy Ha I10-
CHMIITOMaTUYECKO CTaauu.

Caedyrowuii dokaad Ha memy «Y3Haeasa nepevimu.
Hoeocmu peaavhoii kaunuueckoil npaKmuxu no 6e0eHuro
nauuenmoe co CMA na HeuneazugHoll namozeHemu4ecKoll
mepanuu» npedcmasua npogheccop, 3amecmumens oupex-
mopa no nayunou pabome OIBHY «Poccuiickuii yenmp
Hegpoo2uu u Hellponayk», oupexmop Hncmumyma mos-
2a OIbHY «Pocculickuii yenmp Heepoaozuu u Helpona-
YK», Hay4HbLll Koopounamop omoeaenus, axademux PAH,
o.m.n. Cepeeii Huxoaaeeuu Hanapuowxun.

[Tporpamma KITMHUYECKUX UCCAETOBAHMI pUCAUTLIA-
Ma OblIa crielalbHO pa3paboTaHa ik 0XBaTa IIIUPOKOTO
Kpyra nmauupeHToB co CMA. B naHHo#t mporpaMme NpuHsi-
am ydyactue >450 nmamueHtoB co CMA 1, 2 u 3-ro Tuna,
B BO3pacTe OT Meproa HOBOPOXKIEHHOCTH 1o 60 JieT, ¢ pa3-
HOM CTeTeHbIO TSKECTH 3200J1eBaHUS U pa3HBIM YPOBHEM
(YHKLIMOHAIBHBIX CITIOCOOHOCTEM, XOASIYMe U HECTIOCO0-
HbIE XOAUTb, C HAJIMYUEM WU OTCYTCTBUEM KOHTPAKTYD
Y cKOJIMO03a (BKJTIOYast TsKeble (hOpMBbl), paHee He TIoJTy-
yaBIIKe JIeYeHUs WU TTocie MIPeaIIecTBYIONIel marTore-
HETUYECKOM Teparnuy UHBIMU NpenapataMu. [lonyyeHHbIe
IIMPOKKWE JAaHHbIE CTATU OCHOBOI HAIIero MOHUMAaHUS
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5O GeKTUBHOCTM M TEPEHOCHMOCTH pHUCAUIIaMa
npu CMA. OgHako MOMUMO KOHTPOJUPYEMBIX UCCIIeI0-
BaHUI AECSTKHU THICSY MAIMEHTOB B MUPE M THICSTYU B3PO-
clibix mauueHToB co CMA 2, 3 u 4-ro Tuna noaydyaiu
PUICAUIUIAM B YCIOBMSIX peaIbHOM KJIIMHUYECKOM TTPaKTH-
ku. HacTrosimuii qokiam MOCBSIIEH MPEeUMMYIIECTBEHHO
JIAHHBIM UCCJICIOBAHUIA, ITOJTYYEHHBIM ITPU IPUMEHEHUH
pYCAMIUIaMA B PeaIbHOM KIIMHUYECKOM IMPAaKTUKE Y B3PO-
CJIBIX TIALIMEHTOB.

B 2024 r. B XopBatuu B. Sitas u coaBT. MpoBeJIU OAHO-
LICHTPOBOE MCCIeN0BaHUE ¢ ydacTueM 31 B3pocjIoro ma-
ureHTa co CMA 2-ro (n = 15) u 3-ro tumna (n = 16), 110-
JIyJaBIIMX JieyeHHe B TeueHue 29—31 Mec B pamkax
nporpamMmmbl CUP (11MTeIbHOCTB JIeYeHUST BO BCEX CJTyda-
sIX OblJ1a He MeHee 1 roga); U3 HUX 15 maluueHTOoB KEHCKO-
IO IoJ1a ¥ 16 — My>KCKOT0 IT0J1a; MeAraHa Bo3pacTa Ha MO-
MEHT ITOSIBJICHMSI CUMIITOMOB 3a00JIeBaHUSI COCTaBUIa
2 roga. DTO MCCIeNOBaHUE SBJISIETCS IOKa3aTeJIbHBIM
B CBSI3UM C NPUMEHEHUEM CTaHOAPTHBIX ITapaMeTpPOB.
Ha ¢doHe neyeHrss pucanuiaMoM OTMEUYEHO YIIydllieHUe
ToKa3areJieii 110 BCeM MCCIIeAyeMbIM ITapaMeTpaM U IIKa-
sgam: 1) y 9 u3 15 maumentoB co CMA 2-ro Tumna 3aperu-
CTPUPOBAHO yaydllleHue OyIb0apHbIX (PYHKIUIL; 2) y na-
1ueHToB co CMA 3-ro Tuma oTMeyajaoch yJydllleHue
B cpeaHeM Ha +1,63 6amra o mkane RULM u +2,67
baJsuta 1o repecMoTpeHHoi mKaie XammepeMur (Revised
Hammersmith Scale, RHS); 3) y 22 % manueHTOB yiIyd-
IeHWe ObUIO 3HAYMTEIBHBIM, KIMHUYECKN 3HAYMMBIM,
y npyrux (61 %) — oTMevanach CTaOMIM3ALIUST TBUTATE b~
HOM (byHKIIMU; BCE MALIMEHThl OTMETUIIN MOBBIIIICHUE Ka-
YecTBa KU3HU.

ITo pesynbrataM oLiEHKM Oe3omacHocTH, y 74 % na-
ureHToB H oTcyrcTBOBANM; B IPYyTUX Ciydasix OTMeva-
nuck HS, BKITIOUaBIIMe rooBHYIO 00J1b, aTO3HBIE SI3BbI
POTOBOJ1 ITOJIOCTHU M OeccoHHMLLY; 9 13 31 manueHTa oT™Me-
YaJIi 3HAYUTEJTbHOE YBEJIMUYEHE MacChl TeJla (HeOXKMIaH -
HBIN 3G dEKT JIeueHNsT); 6 TalIMEHTOB COOOIIMIIN O TTOBBI-
IIEHUU allIeTUTa.

JaHHoe ucciaenoBaHKue IT0Ka3ajao Xopollue 6e3orac-
HOCTb, TIEPEHOCUMOCTb Teparuu 1 3¢ (GEKTUBHOCTD IIpe-
rapaTa 1o BCEM OllEHMBAeMbIM MapaMeTpaM (OTMEYEeHO
yAyYIlIeHUe I CTaOUIM3alvs IIoKa3aTeIeii 1o IKaaam
OLIEHKHU JIBUTATEJIbHBIX (DYHKIIMIA 1 BCEM OLICHUBACMbIM
ucxonam).

B 2024 1. B [epMaHuu ObLIO MPOBEAECHO OJIHOLIEHTPO-
Boe ucciaenoBaHue (S. Brakemeier 1 coaBT.) ¢ yuacTuem
25 B3pocnbix nauueHToB (11 — MyxcKoro nona, 14 — xeH-
ckoro 1noJjia) co CMA 2-ro (n = 24) u 3-ro tuna (n = 1),
HECIOCOOHBIX MepeIBUraThCsl camocTosTebHO (11 mamu-
€HTOB ObLIM CIIOCOOHBI CUIETh, 8§ — HECTTOCOOHBI CUIIETh,
y OCTalbHBIX OLEHKa 3aTpyaHeHa). CpenHuii Bo3pact
YYacCTHUKOB uccienoBanus — 34,3 roga. Y 9 uz 25 nauu-
€HTOB UMeIUCh NaHHbIe TTo Sydney Swallow Questionnaire
(CUIHEMCKUI OITPOCHUK JIJIs1 OLIEHKU OyJIbOapHOM (PYyHK-

1

uuun) 3a 12 mec, y 17 u3 25 — gaHHbIe MO MYHKTAM OLIEHKU
oynbbapHoit pynkuun ALSFRS-R (Amyotrophic Lateral
Sclerosis Functional Rating Scale — Revised, nmepecmo-
TpeHHas Kajaa GyHKIMOHAIbHOM OLIEHKH ITPY GOKOBOM
amMuoTpoduyeckoM ckiepoase) 3a 12 mec. Lleanio nccneno-
BaHWsI ObLTa TakKe O60Jiee TOYHAsI OLIeHKa Oy Ib0apHOii (hyHK-
uuu (MpoBoAWIach 10 Hauyaja jedeHus, yepe3 4 u 12 Mec;
ucrnojb3oBanuchk SSQ u ALSFRS-R).

JaHHbIC, TTOJIyYEHHBIC MOCJIE JICUYEHUS, TPOACMOH -
CTPUPOBAJIU YIydIlIleHHEe OYyJIbOAPHBIX M JBUTATEIBHBIX
Gbyukumii: 1) y 15 u3 19 naureHToB TOCTUTHYTO YIydllle-
Hue o SSQ (p = 0,011); 2) y 8 u3 17 nauiMeHTOB OTMeue-
HO yJIy4YllIEHME TTI0 ITyHKTaM OLIEHKH OyJIb0apHOI (DyHKIIUU
ALSFRS-R; y 6 n3 17 manuyeHTOB pe3yJIbTaThl OLIEHKU
CTaOUJIM3NPOBAIUCH; OLIEHKH TTo 1Kaje RULM ynydim-
Juck yepes 12 mec (p = 0,018) 1 KoppenmpoBaiu ¢ OLeH-
kamMmu nmo HFMSE (r= 0,678; p <0,001); oumeHku
nmo ALSFRS-R mnonoxutenbHO KOppearupoBaau ¢ OLEH-
kamu o HFMSE (r= 0,444; p= 0,30) u RULM
(r=0,525; p =0,008); ouenku mo ALSFRS-R u SSQ otpu-
HateJibHo KoppenmupoBain (r = —0,558; p = 0,006). Pe3yib-
TaThl MCCJICIOBAHMS TOKA3aJIM, YTO PUCIUILIAM YITydIlIaj
CYOBEKTMBHOE Ka4eCTBO IVIOTAHUST Y HECITOCOOHBIX TIEPEIBU -
raThcsl B3pOCbIX MauueHToB co CMA 5q, HecMOTpsI Ha 031~
HMe CTaauu 3a00JIeBaHUS 1 TSDKEI0e HapyIlleHWe ABUraTe b-
HbIX QYyHKIMHA. BbIT caeaH BEIBOI O TOM, YTO PUCAUTLIAM
BJIMSIET Ha OyJIOApHYIO (DYHKILIMIO Yepe3 CUCTEMHOE pacIipe-
nenenue (B LIHC u nepudeprueckux TKaHsX).

CieyeT OTMETUTD, YTO B HACTOSIILIEE BPEMSI pacTeT
IMOTPEOHOCTh B CTAaHAaPTU3MPOBAHHBIX OLIEHKAX OyJIb0ap-
HOI (YHKIIMM B IOTIOJHEHUE K YCTAHOBJIEHHBIM IIKaJIaM
OLICHKU IBUTaTeJbHBIX (PYHKIIMIA. B 3TOM nccnenoBaHuu
6e3011aCHOCTh TepParuy He OLIEHUBAJIach.

Eiie onHo uccnenmoBanue, «OueHka 3(pPeKTUBHOCTU
pucnuriama ipy CMA 5q: cucTeMaTuieckoe cpaBHEHUE
3JIEKTPO(PU3MOIOTMYECKUX MOKa3aTelieil», IPOBEICHHOE
B Iepmanuu B 2024 1 (T. Kessler v coaBr.), Bkimovario 18 B3poc-
JIBIX TTALIMEHTOB (8 — My»KcKoro oJjia, 10 — JKeHCKOTro Mo-
na) co CMA 2-ro (n=7) u 3-ro tuna (n = 11), paHee
HE TOJIyJaBIIUX JieueHre. MenraHHbIi BO3pacT yYacTHU -
KOB HccienoBanus — 37,8 rona (nuanazoH — 18—69 jer).
Ha sramne BkimoueHus B UCCIeAOBaHUE CPeIHME ITOKa3a-
TeIu TMauueHToB ObLiu cleayowmumu: mo HFMSE —
6,9 6amta; mo CHOP INTEND — 23,2 6anna; mo RULM —
14,4 6amna. OcoOeHHOCTb UCCIEIOBAHUS COCTOSIa B TOM,
YTO aBTOPHI IMOAKIIOUMIN OUYE€Hb BaXKHBIN 3JIEKTPOGU3NO-
JIOTMYECKUI MoKa3aTelb OLEeHKU 3(PHEKTUBHOCTH Jieue-
HMSI — CyMMAapHBIi TOTEHIIMAJ ACHCTBUS MBILLIEYHOTO BO-
JnokHa (compound muscle action potential, CMAP).

o Havaia JiedeHYsI PUCAUIUIAMOM CHIDKCHUE aMIUTH-
tynel CMAP HaGmomanoch Hapsily CO CHUXEHUEM
WM CTa0MIM3alMeil KIMHUYECKUX MoKa3aTesieil; TaKuM
00pa3oM, NpU €CTECTBEHHOM TeYeHUHU 3a00JIeBaHUST Xa-
pakTepHO cHUXeHue aMIuiutyasl CMAP. AMmrmutyna
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CMAP TonbKO CpeAMHHOIO HepBa YBEJMYMIIACh B ITPOLIEC-
ce ieueHus1, 1 yeeamdeHne CMAP cocraBwiio 1,41 1,3 MB
C MpaBOil U JIEBOM CTOPOHBI COOTBETCTBEHHO. OlleHKa
no HFMSE u RULM Ha aTarie BKJIIOY€HUs B MCCIeN0Ba-
Hue KoppeaupoBaia ¢ mokasareseM CMAP Bo Bcex 4 nie-
pudepryeckux Heppax. Yepes 10 Mec JieueHUs yBeIu4YeHNE
CMAP cpearHHOro HepBa KOPPEJIMPOBAJIO C YIydllIeH! -
em oueHku o HFMSE u CHOP INTEND. Ilo pe3yib-
TaTaM 3TOTO MCCJIEIOBAHMS ObLI ClleIaH BaXKHBI BBIBOJI:
ammiutyna CMAP, usmepeHHast B CpeIMHHOM HepBe (Ipu
€r0 CTUMYJISIIINN), YBEJINIMBACTCS Y B3POCIIbIX TAIlUEHTOB
co CMA u MoXeT OBITb MCIIOJIb30BaHa KaK MapKep
JUISL OLICHKM KJIMHMYECKOTO OTBETa Ha JIeYeHHUE; BaxKHO,
yTto nokazatesib CMAP nocTtyneH ajist OLieHKU B OOJIbIIIEH
YyacTy KIMHUK. [Tonck MapKepoB, KOTOPbIE MOTYT I0CTO-
BEPHO ITOATBEPAMTD IOJIOXKUTEIBHYIO TMHAMUKY, OUECHb
BaXXeH, OCOOEHHO y B3pOC/bIX ManueHToB co CMA, y Ko-
TOPBIX KIIMHUYECKOE YIYUIICHUE MOXET IPOrPecCUpOBaTh
OYEHb MEJIEHHO 1 OBITh MaJI03aMETHBIM.

B 11e710M KIIMHUYECKOE YIyYIlIeHe ObUIO JOCTUTHYTO
B ITaHHOM UccienoBaHuu y 39 % maiveHToB. B aToM uc-
cJemoBaHMM 6E30ITaCHOCTD Tepaliiy He OlICHUBAJIACh.

Crnenyroliiee OMHOIIGHTPOBOe UcciaenoBaHue «[Ipume-
HEHME PUCIUILIAMA Y TAllMeHTOB, HE CIIOCOOHBIX CUJIETh,
B Bo3pacTe 16 et 1 crapie co CMA 5g» ipoBogutochk B Mc-
nanuu B 2024 1. (N.S. Nungo Garzon u coaBt.). B Hem yua-
CTBOBAJIM 6 B3POCIIBIX MAIIUEHTOB, HECIIOCOOHBIX CUIIETh
CaMOCTOSITEJTLHO (T. €. TTALMEHTHI C TSDKETBIMU KITMHUTYEeCKU-
MM IIPOSIBJICHUSIMK ). Bo3pacT rmateHToB — ot 17 10 46 ner;
3 manueHTa XXeHCKOro IoJjia U 3 — My>KCKoro nona. Y3 Hux
1 mamueHT ¢ 1 konmeit SMN2, 4 — ¢ 3 xonuamu SMN2,
1 — ¢ 4 xommuamu SMN2. YeTsepo u3 6 maleHTOB paHee
He MoJy4yaJiu KakKoro-auoo jedeHus: no nmosoay CMA,
2 malueHTa paHee Iojydyaau HycuHepceH (3 u 9 no3s);
B ITOJIOBUHE cJTydaeB (3 U3 6) MalueHThl ObIITNA CITOCOOHBI
K TIepopaJibHOMY NMUTaHUI0. YeTBephiM M3 6 MallMeHTOB
MPOBOAVIIA HEMHBAa3UBHYIO MCKYCCTBEHHYIO BEHTUJISILIIO
JIETKHX.

ITo pesynbratam oLieHKU 3(PPEKTUBHOCTU JICUSHUS
BaXXHO MOAYEPKHYTh, YTO 2 U3 6 MALIMEHTOB OTMETHIIN
3HAYMTEJILHOE YBeJIMYeHUE MHAeKca Macchl Tena; 3 (50 %)
U3 6 MalMeHTOB OTMeYaiu yJydlleHWe IToKazaTeseid
mo RULM u4epe3 12 mec neueHus, 4 u3 6 — yiyduieHue
nokaszateneit mo GAS (Goal Attainment Scaling, 1mkana
JIOCTYDKEHUS 1ieieit), 5 u3 6 — yaydilleHue nokasaresieit
no EK2 (Egen Klassifikation Version 2, knaccugukaius
IJIS OLIEHKM (DYHKIIMOHAJIBHOIO COCTOSIHUSI MallMEHTOB
co CMA u IpyruMu HEiipOMBILIIEYHBIMU 3a00IeBAHUSIMU,
MOTEePSABIINX CIIOCOOHOCTD XOAUTh). Takke cooOIIanoch
00 M3MEHEHUSIX TT0Ka3aTesist (hOpCUPOBAHHOMN XKU3HEHHOM
eMKOCTH JIerkuX (%) u onieHoK 110 1KkajgaM ALSFRS-R,
PGI—C (Patient Global Impression of Change, naiueHT-
CKUI OITPOCHMK JUTSI OLICHKM TUHAMMKU COCTOSTHUST TIOCTIe
Hayvaja natoreHetndeckoi tepanuun), CGI—C (Clinical

1

Global Impression of Change, BpaueOHBINi ONMPOCHUK
JUTSL OLIEHKW TUHAMUKU COCTOSIHUS TTallMeHTa ToCJie Ha-
yaja naToreHeTudeckoil repanun). OCoOOEHHOCTb 3TOTO
HCCIeA0BaHUS COCTOsJIa B TOM, YTO, IOMMMO OILIEHKU
IBUTATEIbHBIX QYHKLWIA U (DYHKUMHU IbIXaHUSA, OHO BKJTIO-
4ajio ¥ OLIEHKY HEKOTOPBIX JOMOJHUTEIbHBIX TapaMEeTPOB
(HammpuMep, ouieHKa 1o GAS — MeToa oLeHKHU 3(DHeKTUB-
HOCTU peadWIMTallii, OCHOBAaHHBIN Ha ITOCTAHOBKE UH-
IUBUAYaJbHBIX, PEATUCTUYHBIX U U3MEPUMBIX LieJIeH,
KOTODPBbIE MOT'YT Pa3InyaThCs Y Pa3HbIX MalMeHToB). Takoit
WHAVBUIYaJbHBIN MOIXOA OYEHb BaXKEH, TaK KaK He BCe
KJIMHUYECKME IKaTbl CITOCOOHBI OTPa3UTh PeaIbHYIO 1~
HaMUKY COCTOSIHUS B KaXJIOM cliyJae.

IIpu olieHKe 6€30MacCHOCTU OTMEUeHa Xopollas Ie-
PEHOCHMOCTbh TEPAITMM: TOJIBKO 1 13 6 TTAallEHTOB OTMETHII
HA nerkoii ctenenu (qucrercus v rojioBHasi 00Jib) 1 Mpe-
KpaTui yJacTue B uccienoBaHuu yepe3 10,5 Mec, omHako
B JaJbHEHIIeM OH MPOJOJIKWII JIeUeHUE PUCIUILIIAMOM
Ha 12-M Mecs1e.

DTO uccienoBaHue, KaKk U paHee pacCMOTPEHHBIE,
MOATBEPAUIIO OJaronpUsITHBIN Npoduab 6e30MacHOCTU
1 XOPOIIYI0 MEPEeHOCUMOCTh pucAuIliamMa. TakuMm oopa-
30M, PUCIUILIAM MOXET ObITh 3¢h(heKTUBEH AaXe Y malu-
€HTOB cTapiie 16 JieT, HeCITOCOOHBIX CHIETh, T. €. OTHOCS -
KXcs K HanmboJjiee TSKeJIoi KaTeropuu. DTOT BBIBOJ
OUYCHb BaXKCH B KAUECTBE apryMeHTa JUIs 11eJIeCO00pa3HO-
CTHU 00ecTieyeHUs IpernapaToM U He0OXOIMMOCTHY MPOA0I-
JKEeHUS JISYeHUS BO B3POCJIOM BO3pacTe, TaK KakK B HACTO-
siiiee BpeMsl aleHThI cTapiie 19 et He Bo Bcex permoHax
JIETKO MOTYT MOJIyYUTh Mpenapar 3a CUeT CPEeCTB peruo-
HaJIbHOT'O OIO0/IKeTa.

Hccnenoanue «IIpeaBapuresibHbIC TaHHBIE TTO OLICH-
Ke npoduist 6e30macHOCTH U 3(P(PEKTUBHOCTU JeUSHUS
PUCAUTIAMOM B HEOOIBIION almyJIUiiCKOM KOropTe B3po-
cabix mauueHToB co CMA 5g», mpoBeneHHoe B Mtanun
(A.G. Nanni u coaBr., 2023), Bki1o4yayio 16 B3pocCJIbIX Ta-
uueHToB co CMA 2-ro u 3-ro tumna. AHaIU3UPOBAIUCH
pe3yabTaThl MEePBBIX 6 Mec JeYeHUsl. XapaKTepUCTUKHI
ucciaeayeMoil rpymmbl: 10 mauueHTOB MYXXCKOTO moJja
u 6 — xxeHckoro noia; 10 u3 16 marmentros co CMA 2-ro
tina 1 6 — co CMA 3-ro tuna; y 5 u3 16 mammeHToB 00-
HapyXeHbl 2 Kortuu SMN2,y 9 — 3 xonmun SMN2,y 4 —
4 xonmuu SMN2; MenuaHa Bo3pacTa Ha MOMEHT Je0roTa
CMA — 14 net; MenraHa Bo3pacTa Ha MOMEHT MOJIyYeHU s
nepBoit 1o3bl npenapaTta — 41 rog. OcobeHHOCTHIO ObLIa
6oJiee KpaTKOCpOUYHast olleHKa 3(DGEeKTUBHOCTH — 6 Mec.

Pe3ynbrarhl olieHKU 3(h(HEeKTUBHOCTU: 3HAYNTEILHOE
yBeaumuyeHue olieHku o HFMSE ¢ ypoBHsI Ha 3Tarie BKJIto-
yeHus 10 6-ro mecsiia (p = 0,026); 3HaYUTEIBHOE YBEJIU-
yeHue oleHKU 1o RULM c ypoBHSI Ha aTarne BKIIOYEHUS
1o 6-ro Mecsiia (p = 0,026); He cooOIIaI0Ch 00 M3MEHe-
HMSIX OLICHKM I10 TeCTY 6-MMHYTHOI XOIbObI y AIlIUCHTOB,
CITOCOOHBIX K X0np0e; y 11 u3 16 mareHTOB OTMEYeH Mo~
JIOXKUTEJIbHBII OTBET Ha JieueHue (€CIM CYMMMPOBAaTh yKa-
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3aHHBIC MokKa3atein). KimHudyeckoe yiaydieHue ObLIO
HaIpsIMYIO CBSI3aHO C KOJIMYecTBOM Koruii SMN2 (uem
Ooublle Konuii, TeM Jiyulie 3¢ dekT). OueHb BaXKHBbI BbI-
BOJI, IIOJIYYCHHBII B TAaHHOM MCCJICAOBAHUU: PUCAUILIAM
a¢deKTUBEH 1axe B IIepBbIe 6 MeC JICYCHUS B Pa3TUIHBIX
MOATPYIax MalueHTOB (axe Y B3POCIbIX MallueHTOB
C MHOTOJIETHMM IPOTrPECCUPOBaHEM 3a00JIEBAHMS).

Pe3syssrathl olieHKY 6e30macHOCTH: y 18 % manmeHToB
otMeueHbl HS nerkoit ctenenu Tskectu (auapest); cepb-
e3HbIX Hf He ObLI0 3aperucTpupoBaHo.

B Iperuu B pamKax mporpaMMBbl JOPETUCTPALIMOHHO-
rO JOCTyMa ObLIO TIPOBEICHO OMHOLIEHTPOBOE HA0II01a-
TeJIbHOE uccienoBaHue «[IpuMeHeHMe pucAUIIaMa
y B3pocJibix mauueHToB co CMA 5qg» (M. Gavriilaki u co-
aBT., 2022), KoTopoe BKJI04ajio 7 malueHTOB, HeCIoco0-
HBIX ITEPEABUTAThCS, B Bo3pacte crapiie 16 jieT. McxomHble
XapaKTEePUCTUKU UCCIeAyeMOM IpymIibl: 5 U3 7 MmaiueH-
TOB — MYXCKOT0 110J1a; y 1 marmeHTa oOHapyKeHbl 3 KOUU
SMN2, y 6 — 4 xomuu SMN2; 6 u3 7 mallieHTOB paHee
He mojydyaiu JedeHus; 7 u3 7 MalueHTOB COOOILIMIN
00 yXyIIIeHUU MOBCEIHEBHOM aKTUBHOCTU B TEUYCHUE
MpeaIIecTBYIOMNX 24 Mec.

Pesynbrarhl olieHKH 3(p(PeKTUBHOCTU MPOAEMOHCTPH -
poBaNu yiay4lleHue B OOJBIIMHCTBE cay4yaeB: 5 u3 7 ma-
LIMEHTOB Yepe3 12 Mec JieYeHUs] OTMETUIIN YBEJIUICHUE
6aa o mkajne MRC (Medical Research Council, mkana
JUTSL OLIEHKM MBIIIIEYHOM CHJIBI) TIPY OLIEHKE MBILIEYHOI
CUJIbI BEPXHUX KOHEYHOCTEI; TOJIBKO 1 M3 7 MallMeHTOB
OTMETUJI CHIXeHue 6ata no mkaie MRC mpu olieHke
MBIIICUHOM CUJIBI HUKHUX KOHEYHOCTEe; 3 13 7 TalmeH-
TOB OTMETUJIM CTAOWUJIM3ALUI0O PE3YJIBTATOB OLEHKU
o mkaje MRC (MbIlIeUHON CUJIBI HUXKHUX KOHEUHO-
creit); 3 u3 7 malMeHTOB OTMeYaju yBeJIMueHue Oaia
o mkaje MRC (MbIlIeUHON CUJIBI HUXKHUX KOHEUHO-
creif). [To pe3yabraTam ucciaeaoBaHus ObLUI CeIaH BHIBOJ
0 TOM, UTO y nauureHToB co CMA 2-10 ThMa, HECITIOCOOHBIX
MepeIBUTaThCsl, OTMEYAIOCh YIyUIICHUE WU CTa0MIM3a-
LIMSI ABUTATENbHBIX PYHKIMI yepe3 12 Mec JiedeHUsT B aM-
OyJIaTOPHBIX YCJIOBUSIX.

IIpu oueHke 6e3omacHOCTU cepbe3Hbix HA 3aperu-
CTPUPOBAHO HE OBUIO; HUKTO M3 MAllMEHTOB ITOCPOYHO
HE TIPEKPaTUJI UCCIeIOBaHUE.

Eiie onHo uccinenoBanue «JJaHHble peaabHON KIMHU-
YECKOM MPAKTUKU IO pe3yJibTaTaM JIeUeHMS TallMeHTOB
co CMA pucauniamMmom» ObLJIO MpoBeAeHO B BeHrpun
(A. Palasti u coaBrt., 2023) B paMKax IIporpaMMbl JOPETru-
CTPAIIMOHHOTO TOCTYIIA ¥ BKJTIIOYAJIO TOCTATOUYHO OOJIBIIIYIO
Koropty — 60 malreHTOB, HECIIOCOOHBIX TTEPEIBUTaThCS,
B Bo3pacrte crapiie 16 jget, co CMA 5q. McxonmHbie Xapak-
TEPUCTUKU MCCIIeAYeMOI TI'pYIIIbl: MeIraHa BO3pacTa
Ha MOMEHT MpoBeaeHUs uccienoBaHus — 31,8 rona;
34 u3 60 manyeHTOB MOJIyYaad MOHOTEPAINIO HYCHEP-
ceHoM. BoceMHanuath 13 60 manMeHTOB ITOJIyYaiu puc-
JWIUIaM B paMKax IIporpaMMbl paHHETo nocTyna. M3 Hux

9 mauMeHTOB ObLIM MY>KCKOTO I10J1a U 9 — JKEHCKOTO I10J1a;
3, 14 u 1 mauuent nmenu CMA 1-ro, 2-ro u 3-ro THUIIA
COOTBETCTBEHHO; 2 M 16 MallMeHTOB MMEJH 2 U 3 KOIUU
SMNZ2 cooTBETCTBEHHO; y BceX 18 mauueHToB ObLT BhIpa-
KEeHHBIN K103, y 5 u3 18 mpuMeHSIJIUCh METOAbI HEUH-
Ba3UBHOM BEHTWISLIUM JIETKUX; 5 MAIIMEHTOB IIEPEHECIN
CTaOMIM3KMpPYIOllee XUPYPTrUYEeCKOe BMEIIATEIbCTBO;
3 manueHTa He MOIJIM CUIeTh. B pesynbrare JeueHust puc-
auriamMoM y 13 u3 18 malumeHToB ObLIO OTMEUYEHO YIyd-
IIEHKUE WJIU CTAaOMIM3alIUsl PE3YJIbTaTOB OLIEHKHM 10 IITKa-
e RULM wuepe3 12, 24 wum 36 mec. Ilo pesynabraTtaM
OILICHKM 6e30macHOCTH 6 13 18 MmaleHTOB OTMETHIIN KpaT-
KOBpPEMEHHYIO nuapeto; npyrux sHauumbix HS 3aperu-
CTPUPOBAHO He OBLIO.

ABTOpDBI 3TOT0 MCCAEAOBaHUS CAENAIU CeAYIOIINe
BBIBOJIBI: PUCIUILIAM XOPOIIIO TIEPEHOCUTCS Y B3POCIIBIX
MalMEeHTOB, HECIIOCOOHBIX K IEePEIBKCHUIO, 1 Ha TT03/1-
Hux cranusix CMA naxe crabuiusalius IBUTaTeIbHOMN
(GYyHKIMKM CUUTAECTCS TOJOXUTEJbHBIM Pe3yJbTaTOM
I10 CPaBHEHUIO C €CTECTBEHHBIM TeUCHUEM 3a00JIeBaHMSI.

TakuM 00pa3oM, y MallMEHTOB C MHOTOJIETHUM €CTe-
CTBEHHBIM T€UEHHEM U HEYKJIOHHBIM ITPOTPECCUPOBAaHM -
€M HapyIlIeHUi1, 0COOCHHO Y 00e3IBIKEHHBIX MTALIUCHTOB,
Jlaxke HEKOTOPYIO CTAOUIM3alMIO IO CPABHEHUIO C €CTe-
CTBEHHBIM TEYEHUEM MbI CUUTAEM OOJIBIIUM YCIIEXOM.
B Poccuu ony6,1MKOBaHO MHOXKECTBO padOT ¢ OMMMCAaHUEM
0030pOB, OMHOYHBIX CIIy4aeB U CEPUIl CITydaeB 110 TIPH-
MEHEHMIO pUCAUIUIaMA Y B3POCJIBIX, OHAKO B HACTOSIIICE
BpeMsI ellie He ONMyOJIMKOBaHa 00o011aolast padbota, 00b-
€IMHSIOIIAsT OMBIT PA3IMYHBIX LIEHTPOB, U 3a/1a4a OIy0/I1-
KOBaTh IOIOOHYIO paboTy OYeHb aKTyaJlbHa B HACTOSIIICE
Bpems. Takxke B Poccum BemeTcsl perucTp malMeHTOB
co CMA (BKJIIOYaIOIIWiA U IeTeil, U B3pOCIIbIX).

B Hacrosiiee Bpems B Poccun yxe MMeeTCsT OIBIT
BelIeHUS OepeMEHHOCTHU Yy XKeHIINHBI co CMA, noyyaro-
meit pucauiiam. PogopaspeliieHue eit mpoBeIeHO MyTeM
KecapeBa ceueHus. JlaHHbIN ciiydaii ObLT OIMyOJIMKOBaH
B HAay4HOIi CTaTbe. 3apyOeKHbIe UCCIIEI0BAaTEIM K HACTO-
SIEMY BPEMEHU OITyOJIMKOBaIM CEPUM TTOTOOHBIX ClTyda-
€B, U MOJYYCHHBIH OIBIT B 3TOM OTHOIIICHUU ITO3UTUBEH
1 OTKPBIBAET OOJIBIINE MIEPCIICKTUBEI, AacT HaIEKIbI ITa-
LIMEHTaM KaK B Hallleli CTpaHe, TaK U 32 pyOeskoM.

Ceoii onvim éedenus nayuenmog co CMA npedcma-
6l ¢ dokaade nod nazeanuem «Mou nepevie nayueHmol
co CMA na neunsasueHnoii namozenemuueckoil mepa-
nuw» 3a8e0yIouull NCUXOHEBPOAOSUHECKUM OmdeseHueM
I'bY3 «Jlemckaa kpaeseasa kaunuveckas 0OoavHuua»
(IKKb) Munucmepcmea 3dpasooxpanenus Kpacnoodap-
CK020 Kpas, 2AaeHblil 6HeUlMammbslil 0emcKull Hegpo.aoe
Munucmepcmea 3dpasooxpanenus Kpacrnodapckoeo kpas
JImumpuit Heopeeuu I'ykocosan.

PucnuriaM — emMUHCTBEHHBIN 3aperMCTPUPOBaHHBIIMA
npenapar ajis HenHBasuBHol Tepanuu CMA — ObLT 0110-
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open FDA MmeHee yeM 3a 4 roga (BMeCTO CTaHIAPTHOIO
cpoka 8—10 jeT) mocie BKIIOUEHMST MIEPBOTO MalMeHTa
B uccinegoBane SUNFISH. Ucropus BHeapeHUsT pucam-
IJIamMa B KIIMHMYECKYIO MPAKTHUKY JOCTATOYHO JUITMTEIbHAS
u HaunHaetes B 2011 ., korga komnanus Roche u ¢hoHp
CMA Hayaju COTpYAHUYECTBO C 1Ie/IbI0 pa3pabOTKU Mpe-
maparoB Jig JedeHuss CMA. B 2016 . Hayaytoch uccieno-
BaHue | ¢pasbl. B manbHelilem ObUT TpoBeaeH PsiI U3BECT-
Heix HaM ucciaenoBanuit (SUNFISH, FIREFISH,
JEWELFISH u ap.), 1 o ux pe3yasraTaM pUCIUILIIaM ObLT
onodpeH FDA B aBrycte 2020 r. BmociieactBuu 6aromapst
KoMmaHu Roche Hally malyeHThl CMOTIJIM TTOJTyJaTh IIpe-
rapar ellle Ha TOPerucTpallMOHHOM I0CTyIe. Beipaxkaem
OTrpOMHYIO GylarogapHoCcTh KomnaHuu Roche 3a 3Ty Bo3-
MOXHOCTb!

006 opranuzauuu nomoiuu aetsiMm co CMA B KpacHo-
JTapCKOM Kpae: B HACTOsIIee BpeMs B PETHOHE BBISIBJIEHO
92 pebenka co CMA, u3 nux 27 (30 %) nereit co CMA
1-ro Tuna, 29 (32 %) — co CMA 2-ro tuna, 18 (19 %) —
co CMA 3-ro tuna u eme 18 (19 %) — ¢ HOKIMHUYECKOM
CMA, nuarHocTMpOBaHHOI Ojarogapsi HEOHaTaTbHOMY
CKPUHMHTY.

N3 92 nereit 90 (98 %) obecrieueHbI JIeKapCTBEHHBIM
MpernapaToM B perroHe. PacripeneneHue jeKapcTBEHHOTO
obecreueHus: pucauIriaM nojyvaioT 46 (51 %) mauveH-
TOB, HycuHepceH — 13 (14 %), reHo3aMeCTUTEbHYIO Te-
panuio (oHaceMHoOreH abenapBoBek) — 31 (35 %). [1aum-
eHThl mojy4vaioT HycuHepceH B HNKKDb; pucaumiam
BBOAMTCS aMOyJIaTOPHO, a HAOJIIOACHUE TAKKe TTPOBOIUT-
ca B IKKB; oHaceMHoreH abenapBoBeK MalMeHThI TTOJTy-
yuiv B (penepalibHBIX LIEHTPax U B JAJIbHEHIIIEM TakKe
Haomonatotcs B JIKKB.

[IpencraBisieM HECKOJIBKO KIMHUYECKUX CITydacB.

Knununyeckuin cnyyai 1

Hayuenmra 1, 2016 2. p., koncyavmuposarna ¢ 2020 e.
(neped unuyuayueil mepanuu pucounsamom). Ipu ocmompe
8 2020 .: scanobwi Ha epybble dgueamenvHble HaApYUIeHUsl, He Mo-
21a cudemb, CMOsNb, X00UMb, GblpaNCEHHbIE 02PAHUMEHUS 08U~
JHCeHULl 8 HO2ax, MeHee evipadceHHbie — 6 pykax. Tlo danHbim
aHamHe3a: NePUHAMAanbHbIll AHAMHE3 He OmseouleH, 00 6 Mec
Pa38UBAAACH NO B03PACMY, C 7 MeC Ha4aAa mepsinb MOMOpHble
HABbIKU, OMMEUEHO NPOPeCCUpOBariie MbluleHOl caabocmu.
Huxoeda ne xoduna camocmosmensro. lenemuueckoe uccredo-
earue om 01.07.2017 svia6uno oeneyuro 7—8-20 3K30H06 2eHa
SMN1 6 2oM03u20mMHOM COCMOSHUU,; KOAUHECMBO KONULL 2eHA
SMN2 — 3 (uccaedosanue uucaa konuii eena om 22.05.2017).
Yemanoanen duaenos npoxcumanvhoit CMA 5q 2-eo muna (c
yuemom eospacma debioma,).

B Heeponoeuueckom cmamyce: co3HaHue sICHOE, GbICULUE
ncuxuueckue yynkyuu He Hapyutenvl. Peus ¢ snemenmamu
duzapmpuu. Pacyukyrsyuu u ampoguueckue UsMeHeHUs.
6 azvike. Tunompoghuu moluty, KonewHocmeii, 6onee 8blpaiceH-
Hble 8 NPoKCcUMANbHbIX omdenax. Moiuweunas apegaexcus,

eunomonus. CHUdICeHUe MblUUeYHOU CUAbL, NPeUMYULeCMBEeH -
HO 8 NPOKCUMAAbHBIX 0MOeNax KOHeYHOCmell;, GepxXHue Ko-
HeYHOCMU: NPOKCUMAAbHO — 2 baana, ducmanvio — 3 6anna;
HUMICHUe KOHEeYHOCMU: NPOKCUMANbHO — 2 b6aina, ducmans-
Ho — 2 6aina. Dacyukyisimophwlii mpemop naibyed Gblmsi-
Hymubix pyK. Jlepopmayus epyOdHoll Kaemku U NO360HOHHUKA.
C momenma ycmaroeaenus ouaero3a é 2017 e. mams akmug-
HO npoeoouaa ¢ pebeHKoM peabuiumayuoHHble Meponpusmusl,
8 mom uucne 8 domauwiHux ycaosusx. Bnocaedcmeuu ona co-
30ana unuyuamusnyro epynny pooumeaneii oemeii co CMA
6 Kpacrodapckom kpae. Jlo cux nop mvi Ha cés3u ¢ Hell, U ecau
Y HAC 8O3HUKAIOM CAONCHOCMU C KAKUM-MO pebeHKom Aubo
pooumenamu demeil (Hanpumep, 8 nAaHe NPUHAMUS OUACHO-
3a) Uau 60NPOCHI NO Mepanuu, 3ma Mama ecezda 20mosa
nOMOUb, 0KA3aMb NCUX0A02UHECKYI NOMOWb NAYUCHMAM
U ux pooumensm, 4mo umeem 601bui0oe 3HAYEHUE.

B Hos6pe 2020 . nauama mepanus pucouniamom 8 ycio-
susx onesrnoeo cmayuonapa IKKb. Peberok ydoearemeopu-
meabHO nepeHec UHUYUAYUIO mepanuu U 00 HACMOSAWe2o
8peMeHU edHceOHe8HO NPUHUMAem pUcOunIam.

Ouenxa no HFMSE 6 ounamuxe: ¢ 2022 2. cocmasuna
29 b6annos, 6 2024 2. 6bir0 ommeueHo cHuxceHue 0o 25 6annos,
o0Hako 6 2025 e. nokazamenv no wikane yseauuuncs. Mol
NOHUMAeM, YMo CHUNCeHUE OUeHKU C8A3AHO He ¢ NA0XOll pa-
bomoll npenapama, a ¢ pazeumuem opmoneoutecKux 0ca10M4c-
HeHUll, Ymo 4acmo ecmpeuaemcs y HAWUX NAYUEHMO8
Ha cumnmomamuyeckoi cmaduu. Bascrno, umo pebenok xo-
DPOULO nepeHoCUm mepanurd, omme4aemcs yayvuieHue e2o
00Ue20 COCMOSIHUSL, MAMb OMMeuaem nosvlileHUe Ka1ecmea
acusnu. OOHAKo U Koauuecmeo 6an106 ¢ meueHuem epemeru
VBeAUHUAOCH; U 8AICHO, YMO OUEHKY 8 OAHHOM cay4ae npo-
600U 00UH U MOM dce Cheyualucm, 4mo cnocoocmeyem
0os1ee 006eKmuUBHOI oOUeHKe.

Knunnyeckun cnyyai 2

Hauyuenmka 2, 2013 2. p., ocmompena énepevie maxice
6 2020 2. Ilpu ocmompe: ycanobvl Ha 8blpaiceHHble 0sU2amMenb-
Hole Hapywenus: (pebeHoK He cudum, He CIoum, He X00um,).
1lo Oannbim anammuesa: nepuHamanbHblii GHAMHE3 He OMSI2OUIEH,
6 8 mec desoura ymena noazams,; nocie 8§ mec cmaio 3amemHbim
OmMcmasanue 6 pazgumul, CHOCOOHOCMb CaMOCMOSIMENbHOU
X00b0bL He cghopmuposanace. B 2 2o0a ymena cmosims ¢ 0nopoil.
Ilpu cenemuueckom uccaedosanuu (namenb 2eHo8) GvisgeaeHa
MYymMayus, ONUCAHHASL Y NAUUEHMO8 C HACACOCMBEHHOU NOAU-
nesponamueii [llapxo—Mapu—Tyma u oucmanvHoil MOMOpHOI
Hegponamueil 6-20 muna (4mo 6 pesyabmame OmcpOMUIO YCma-
HoeneHUe 8epHoeo OuacHo3a). B danvueiiuem nabaodanace
¢ OUaeHO30M HACAEOCMBEHHOU MOMOPHO-CEHCOPHOLL NOAUHEBPO-
namuu. Oduaro 6 2018 e. no ocobeHHoCmam KAUHUHECKOU Kap-
muHbL (Mpemop nanvues, sA3blKa, RPeodAadaHuUe NPOKCUMAALHOL
MbluteyHoll carabocmu) yemarnoeéaer duaenos CMA 2-eo muna.
TIpu eenemuueckom ananuze om 26.04.2018 eviseaena deneyus
7-20 3K30Ha eena SMN 1 6 20M03u20MHOM COCMOSHUU,; KOAU-
yecmeo konuii eena SMN2 — 3.



IETCKOM
HEBPOAOT UM

B Hesponoeuneckom cmamyce: 0e604Ka 8 CO3HAHUU,; KOH-
MAaKm cOXpaHeH Yacmu4Ho, 00PAUWEHHYIO pedb NOHUMAem.
Buinysicoenroe nonosicerue ecaedcmeue KOHMpPaKmyp cycmaeos
KoneyHocmeil, Oeghopmauuu epyOHOU KAemKU U NO360HOMHUKA.
Jleueamenvhas aKkmueHocms pe3ko 02PAHUMEHA; MblUeHHAS
cuna 8 pykax cHudicena 0o 2—3 6annos, 8 Hoeax — 0o 2 6a108.
Mbtweunnlii monyc cHudiceH,; yAbHapHas desuauus Kucmeil,
odughghysHvie mbiuteuHble 2uNOmMpoguu; 21y00KUe CYX0XCUAbHbLE
pegnexcot He evizvieaiomes. Pacyuryssyuu u eunompogus
MblliY, 13bIKA, PACUUKYASIMOPHBLII MPeMop NAAbUEs DYK.

B cenmsabpe 2020 e. nauama mepanus pucouniamom
8 ycnosusix onesroeo cmavuonapa JIKKE. Pebenok ydoenem-
B0PUMENbHO NEePeHeC UHULUAUUI Mepanuu U 00 Hacmosiuje-
20 BPEMeHU eXCeOHeBHO NPUHUMAEM PUCOUNAAM.

Ouenka no HFMSE 6 dunamuxe: ¢ 2022 e. cocmasuna
28 6annos, 6 2023 2. 6b110 OMMeHeHO CHUMICEHUe NoKa3amensi
do 27 6annos, 6 2024 e. — noswiwerue do 28 6ar108. O0Hako
8 2025 . nokazamenb no wikane ymeHouiuacs 0o 24 6annos,
Ymo Obl10 CEA3AHO C NPOSPECCUPOBAHUEM CKOAUOMUYECKOU
depopmayuu u KOHmMpaxKmyp cycmagoe (HeCMompsi Ha nPo-
800UMYI0 1e4eOHYI0 2UMHACMUKY U opme3uposaHue). Ho chu-
JceHue bansna He 03Hauaem, ymo npenapam He pabomaem,
u 6e3 mepanuu cHuyceHue 6a1108 U 8 YeA0M NPoPeccuposa-
Hue 3ab0ne6anus npoucxoousu ovt bvicmpee. IrasHvim Kpu-
mepuem s6a51emcsi cyOseKmueHas oueHka nayuenma. boao-
wuncmeo Hawux nayuenmos co CMA 2-e0 muna moeym
nOOPOGHO pacckazamov 0 C60eM COCMOSHUU, NOOCAUMbCS
CEOUMU BNEUAMACHUSMU 0 MEPAnUU. DMA NAUUEHMKA MAK -
JHce XOPOULO NepeHocUm mepanuro u cy0seKmueHo ommeuaem
YAyHueHue COCMOosIHUS Ha NPOMANCEHUU 8CeX 1em Mepanul.

Knunuyeckuin cnyyai 3

Hauyuenmra 3, 2015 2. p., maxace ocmompena ¢ 2020 .
IIpu ocmompe: xcanobot Ha 8bipadicertvle 08UAMeNbHbIE HA-
pyuienus (He cudum, e cmoum, He xo0um). Ilo danHbim anam-
He3a: nepuHamanbHblil aHamHe3 He omseouleH; 0o 12 mec
paseumue no 803pacmy; ¢ 6 Mec OMMe4arach MolUeHHAsl
eunomonus. [loxooka 6vina Hapywena 6 15 mec; 6 1,5 eoda
HasblKk X00b0bl ympauen. B dunamuke ommeuaemcs Hapa-
cmanue Molieunoi caabocmu. Hacnredemeennolii anammes
He omseouyer (podcmeenHukos co CMA ne 0bi10 6bia61eHO).

Ilpu eenemuueckom ananuze om 22.05.2017 evinsrena
deneyus 7—8-20 3k30H06 cena SMN1 6 comozueomuom co-
cmosAHUuU; Koauvecmeo Konuil eena SMNZ2 (anaaus
om 05.06.2017) — 3 konuu sx30Ha 7 u 2 Konuu 3K30Ha §.
Yemanoenen duaenos CMA 5q 2-eo muna.

B Hesponoeuueckom cmamyce: 0egouKa 6 CO3ZHAHUU,
UHCMPYKYUU NOHUMAem U evinoaHsem. Peuv: duzapmpust.
YepenHno-mo3206vie Hepabvl: CHUMNCEHUE 2A10MOUH020 U HEOH020
peaexcos. Pacyuryaayuu szvika. Koneunocmu eunompo-
uunbl 6 npoxcumanvHuix omoenax. Moiueunas eunopegiex-
cusi, eunomonust. CHUdNCeHUue MblULeHHOIL CUNbL, NPEUMYULech-
BEHHO 8 NPOKCUMANbHBIX OMOeAAX KOHEYHOCMell: MblUEYHAs.
cuna 8 pykax cHudicena 0o 2—3 6annos, 8 Hoeax — 0o 2 6a108.

Muonamuueckue npuemovt npu 6CMasaHuy U3 NOAONCEHUS
cuosi, muonamuueckas noxooka. CamocmosamenvHo npoxooum
paccmosnue 3—5 m, nocae 3moeo mpebyemcst onopa uau noo-
depacka. Tpemop nanvyes 6bimMsAHYymMbIX pyK.

B cenmsabpe 2020 e. nauama mepanus pucouniamom
8 ycaosusix oneeHoeo cmayuonapa IKKb. Pebernok ydosrem-
B0PUMENbHO NEePeHeC UHULUAUUI Mepanuu U 00 Hacmosiuje-
20 8pEMeHU eNCceOHeBHO NPUHUMAEm PUCOUNAaM.

Ouenxa no HFMSE 6 dunamuke y a3moeo peberka nocmo-
SAHHO yeeauuugaemcs (4mo ompaycaem 60aee NOZUMUBHYIO
MeHOeHYU0 No CPasHeHuto ¢ 2 opyeumu npedcmasneHHbIMU
nayuenmrkamu): 6 2022 e. ona cocmasunra 43 6annos,
6 2023 2. — 45 6annos, 6 2024 2. — 46 6annoes, ¢ 2025 . —
48 6annos. Taxum obpazom, nosoxcumenvras OUHAMUKA 8 OaH-
HOM cay4ae 0blia KaK 006eKmMUeHot, Mak u cy0seKmueHol.

Knunuyeckunin cnyyaim 4

Hauyuenmra 4, 2017 2. p., haxodumcs 0O HAWUM HA-
onrodenuem ¢ 2020 e. Ilpu ocmompe 6 2020 e.: ycanobwt Ha 8bi-
padicenHbvle 0sueamenbHble HapyuleHus (He noasaem, He Cu-
dum, He cmoum, He xodum). Ilo daumnbim aHamHe3a:
nepunamanvibli anamues ve omseoujen. Ilocae 1 eoda na-
3HAUeH maccaic, 00HAKO OMMEYANUCh HAPACMAHUE MblieY -
HOUl crabocmu, peepecc 8 MOMOPHOM PA3GUMUU; nepecmand
cudems 6e3 nodoepicKu.

Ilpu eenemuueckom ananuze om 19.09.2019 sviserena
deneyus 7—8-20 3k30n06 eena SMN1 6 eomozuecomnom co-
cmosAHUuU; Koauvecmeo Konuii eena SMNZ2 (anaaus
om 05.10.2019) — 3. HacaedcmeenHulil aHamues He OMsieo-
wer (poocmeennukxos co CMA He 6bi10 ébisgaeno). Yemanos-
nen duaenoz CMA 5q 2-20 muna.

B Hesponoeuueckom cmamyce: CO3HaHUe SCHOE; GbICULUE
ncuxuveckue @yukyuu He Hapyuiensl. Peuv ¢ppazosas, ou-
sapmpus. Inomanue ne HapyueHno, 00HaKo Obicmpo ycmaem
aceeamsv u cmapaemcs dbicmpee npoeaomums nuugy. lonrosy
yoepacugaem, Ho NPU ONUMENLHOM 8EPMUKANbHOM NHOAONCE-
HUU MOJNCEM POHAMb 20408Y (KOHMPOAb NOAOICEHUSL 20108bl
Hapywaemcs). Cudum moavko npu nodoepiicke, ¢ 0NOPO.
Moowcem nodnumams pyku @oiuie ypoeHsi 20408bl MOALKO HO-
04epedHo, y0epiucUusas PyKy  3mom NOA0NCEHUU AUUb KPam -
KospemeHHo. B nonoxcenuu na xcusome moxcem npunooduu-
Mamb 20408y HA HeCKoAbKO cekyHOd. Muviuweunas cuna
6 NPOKCUMANbHBIX 0MOenax pyK, 8 NPpOKCUMAAbHbIX U OU-
CManvHblx omoenax Hoe — 2 banna; 6 OUcCmanbHuix omoenax
pyk — 3 baana. Motweunas eunomonus, apegaexcus. 4yg-
CMBUMENbHbIX HAPYUIEHULL He B8blA6ACHO.

B cenmsabpe 2020 e. nauama mepanus pucouniamom
8 ycaosusix oneenoeo cmayuonapa IKKb. Pebernok ydosrem-
B0PUMENbHO NePeHeC UHULUAUUI Mepanuu U 00 Hacmosiue-
20 8PeMeHU eXCceOHeBHO NPUHUMAEM PUCOUNAaM.

Ha gone mepanuu pucounsamom ommeuaemcs yay4uie-
Hue PYHKYUU 2A0MAHUSL U JHCeBAHUSI.

Ouenka no HFMSE 6 ounamuke y smoeo pebenka de-
MOHCIMPUPYem NOAOHCUMENbHYIO OUHAMUKY, CO CIAOUAU3A-
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yuetl nokazamens 8 nocaednue 2 eoda (2024—2025 2e.); po-
dumenu makyice ommeuarom cybeeKmueHoe yayuuleHue
00ueeco cocmosHus pebeHKa.

Haim HabaoaeHus To3BOJISIOT CAENaTh CeAyIoLIe
BBIBOJIBI:

1. PucouniaM akTMBHO NTPUMEHSIETCSI B peaJIbHOM KJTH-
HUYECKOI MpaKkTUKe >5 JIeT.

2. Jloxa3aHbl O1aronpusiTHbIe 6€30ITaCHOCTh U MEPEHO-
CHMOCTb PUCAUIIIIAMA B YCIIOBUSIX peaIbHON KIIMHM-
YeCKOM MTPaKTUKH.

3. Ha ipoTsoKeHUY TATETBHOTO Teproa JIeUeHMsI 1a-
LIMEHTHI IEMOHCTPUPYIOT BEICOKHI YPOBEHB MPUBEP-
SKEHHOCTH TeparH.

4. TlpeumylliecTBa pUCIUILUIaMa, KOTOPhIE Yallle OTMeYa-

JOT MAlIMEHTHI: HEMHBA3WBHBIN ITyTh BBEICHMS, YI00-
CTBO JOMAIIHEro MpUMeHeHUs, 3PPEeKTUBHOCTH
1 0€30I1aCHOCTb.

5. ¥xyameHue 1o mkanam oueHku CMA co BpeMeHeM

OTMeYaeTcsl y OAABIISIONIEro GOJIbIIMHCTBA MAlUeH-
TOB C KIIMHUYECKUMU MPOSIBICHUSIMU 3a00JI¢BaHUS,
HECMOTPSI Ha TIPOBOAMUMYIO IMATOTeHETUIECKYIO Tepa-
o (3TOoT (heHOMEH Yallle BCEro CBs3aH ¢ MpOrpec-
CHUPOBaHHUEM OPTOMEANYECKUX HAapyLIeHU ). OmHaKO
MPU OTCYTCTBUU MATOTCHETUYECKOM Teparu TEMIT
MPOrPECCUPYIOLIETO YXYALICHHUS IBUTATENBHbIX (PYHK-
LIMIA, Pa3BUTUSI KOHTPAKTYpP U CKOJIM03a HECPABHUMO
BBIILIe, YeM Ha (pOoHe JIeueHHUs.

Ymobbl 03HaKomMumobcs ¢ MeOUYUHCKoU uHgopmayueil no npenapamy pucouniam, MOICHO Om-
cKaHuposams npugedernbill Huxce QR-k00, nepeiimu no ccolake: https.//www.roche.ru/ru/produkty/
katalog/evrysdi uau noseonums no meaegony: +7 495 229 29 99 (pacnewamannas meduyuHckas
uHgopmayus 6yoem vlcaana no yKasauHomy Bamu adpecy).

Ilpu nanuuuu cumnmomos CMA 5q uau muoducmpogpuu lrowenna oas nposedeHuss MOAeKYAAP-
HO-eeHemu4eckoll OUAeHOCMUKU MOJCHO HANPAsUmb 3as8Ky no meaegony eopsueil aunuu: 8-800-

3 h‘ ¢ [00-17-35 uau na caiime: hittps.//0uacnocmuxacmaumoo.pp.

Mamepuan nodeomoenen O.A. Iviaaesoi.
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Resolution of the Expert Council “Open questions in the management of patients
with neuronal ceroid lipofuscinosis type 2”

14 dexabpa 2025 2. cocmosics cosem 3Kcnepmos, 8 xo0e Komopozo 8edyujie CReyuatuchmol 00cyoulu mexyujue 0ocmu-
JCeHUs U OMeemuaU Ha pso HepeuleHHbIX 80NPOCO8 8e0eHUs NAUUEHMO8 C HelipOHAAbHbIM UePOUOHBIM AUNOPDYCUUHO30M
2-e0 muna (HIJI-2) ¢ yeavio danvHeiiuteeo yayuueHus oKa3anus MeOuyuHckoil nomowu 6 Poccuu.

B xo00e cosema 3xcnepmog ovlau paccmompennl caredyrujlie 60npocyL:

* pe3yabmamsl POCCUICK020 MHO20AeMHe20 onbima gepmenmozamecmumenvroi mepanuu (P3T) navuenmos ¢ HIJI-2;
* aneopumm monumoputea nayuenmos ¢ HI[JI-2, noayuaiowux 3T, na ochoge mexncoyHapooHo2o u poccuiicko2o onvima,
* aneopumm NPoPUAAKMUKU OCAONCHEHUIL, CEA3aHHbIX ¢ UHmpayepebposenmpuxyiaproimu (UI[B) ungysusmu y demeii
¢ HIJI-2, na ocHoge mexncOyHapoOHo20 U poCCULiCK020 Onbima;
COBPeMEHHble B03MONCHOCMU NPUMEHEHUS] YCMPOIICMBA UeHmMpPanbHo20 6eH03H020 docmyna (central venous access device,
CVAD) oas npogedenus U1[B unghy3uii;
CcOBPeMeHHble 803MOICHOCMU 3amedneHuUs OeeeHepauuu cemyamiu ena3 y demeil ¢ HI[JI-2 na ocrnose mexcoynapooroeo
onbima.
B 3acedanuu npunsiu yuacmue sKcnepmol;
Ilempyxun Andpeii Cepeeeguu, 0.M.H., npogeccop Kagedpvl Hespoaoeuu, HeUpoxXupypeuu u mMeOUuyuHCKoll eeHemuKu
DIAOY BO «Poccuiickuii HayuoHanvHblil ucciedosamenvckuil meduyurckuii ynugepcumem um. H. H. Iupoeosa» Mun-
3dpasa Poccuu, e. Mockea;
Muxaiinoea Ceemaana Bumanvegna, 0.M.H., npogheccop, 3a8e0youjas NCUXOHEBPOA02UYECKUM omdeneHuem o1 Oemel
C 8POJICOEHHOIL U HACAeOCMBeHHOIl eeHemu4eckoll namonoeueii Poccuiickoil demckoil KauHu4eckoil 60abHUUbL — uruana
DIAOY BO «Poccuiickuii HayuoHanvHblil ucciedosamenvckuil meduyurckuii ynugepcumem um. H. H. Iupoeosa» Mun-
3dpasa Poccuu, e. Mockea;
Jlobanosa Buxkmopus Cepeeesna, 6pau-reaponoe, 3a6e0youas omoeieHuem HACAeOCMBeHHbIX HapyuleHull 0OMeHa ge-
wecme I'BY3 « Mopososeckas demcikas eopoockas kKaunuueckas 6oaviuya Jenapmamenma 3opasooxparerus e. Mockewr»,
3aeedyowas omoenenuem 8udeodneKmposxyeganoepapuyeckoeo monumopurea Hucmumyma demckoil Hegpoao2uu u
anunencuu um. Cesmumens Jlyku, e. Mockea;
Pewguroe JImumpuii Arexcanoposuu, neilpoxupype, Poccuiickas demckas kaunuveckas 6orvhuya — puauanr DIrAOY BO
«Poccutickuii nayuonanvhblil uccaedosamensckuil meouyunckuil ynueepcumem um. H.U. I[lupoeoea» Munszopaea Poccuu,
2. Mockea;
» Jlobankun Ilasea Bradumuposuu, epau-ueiipoxupype, I'bY3 «Mopo3oeckas demckas eopodckas Kaunu4eckas 60abHUYa
Jenapmamenma 30pasooxpanenus 2. Mockewr», e. Mockea;
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* Ilonoeé Bradumup Eeeenvesuu, enasnulii 6neuimammubiii demckuil cneyuaaucm Hetipoxupype Mockoeckoii obaacmu, cmap-
Wil Hay4Holli compyoHUK demckoeo xupypeuueckozo omoenenus I'bY3 MO «Mockoesckuii 06aacmHoil Hay4HO-uccae0o-
eamenvckuil Kaunuueckuii uncmumym um. M.®D. Bradumupckoeo», e. Mockea;

* Illepemem Hamanus Jleonudosna, 0.m.H., 8pau-ogpmanvmonoe, 0oueHm, eAa8HbLI HAYYHbLI COMPYOHUK 0mdena namoaoeuu
cemuamku u 3pumenvroeo Hepea DI'bHY « Hayuno-uccaedosamenvckuii unemumym aaasnoix 6onesueil um. M.M. Kpacrosa»,

2. Mockaa.

HefipoHanbHbIi LepOUIHBIIA TUTTO(PYCLIMHO3 2-TO THUIIA
(CMHOHUM: MO3HsIs MH(MaHTWIbHAs (hopMa HepOHaTbHO-
IO LIEPOUITHOIO JTUTTO(MYCIIMHO3a; UCTOPUYECKOE Ha3BaHUE:
6oJie3Hb bunbidBckoro—SAHCKOro) — Tskenast HermpephbiB-
HO TIporpeccupylollas JM30COMHas 00Jie3Hb HAaKOTUIEHUS
C ayTOCOMHO-PEIIECCUBHBIM TUITOM HacjenoBaHus. Ilato-
TreHHbIe BapuaHThI B reHe TPPI pyuBoAST K HEIOCTATOUHOM
aKTMBHOCTHU JIM30COMHOTIO (hepMeHTa TPUIIENTUIIICITU-
J1a3bl- 1 ¥ U30BITOYHOMY HAaKOILIEHUIO JTUTTOMYCLIMH-TIOI00-
HOT'O 1IepOMIHOTrO JunonurMeHTa. Ilponokaroieecs: Ha-
KOIUIeHME cyOcTpaTa B KJIeTKaxX, B TOM YUCJE TOJJOBHOIO
MO3ra 1 CeTYaTKH Ia3a, HapyliaeT ux (hyHKIIMIO U B UTOre
MPUBOIUT K HEOOPaTUMbIM CTPYKTYPHBIM U3MEHEHUSIM TKa-
Helt 1 rubenu 6oabHoro. Kimaccuueckast ¢opma HILIJI-2,
Kak MpaBujio, MaHupecTHpyeT B Bozpacte ot 2 10 4 jiet. C Te-
YeHHEeM BpeMEHM HaOII0Ja0TCsl HEYKJIOHHO MPOrpeccupy-
folllasl aerpaaanus WHTEeJJIEKTYaIbHbIX M JBUTaTEIbHbIX
(yHKIIMI, TOTepsT OCTPOTHI 3pEHUS, YIallleHUEe ITUISITU-
YECKUX MPUCTYTIOB, PE3UCTEHTHBIX K aHTURMICITUYECKOM
Tepanuu. [1pu ecTecTBEeHHOM TeYeHMM Kiiaccuueckas hopma
HIIJI-2 6wicTpo nporpeccupyeT, MpUBOIS K TSDKeJI0i MHBa-
JIMIM3ALMY pebeHKa K 6—7 rofaM XKU3HU 1, Kak TPaBUIO, K €r0
cMepTy BTedeHue nepbix 10 et xxuznu [11—13, 19, 24]. HIJI-2
SIBJISIETCSI OTHUM U3 HauboJiee pacipoCTpaHEHHbIX THUIIOB
HEeNpOHAIBLHOIO LIEpOMAHOrOo JurnodycirHo3a [25]. B Ha-
crosiiee BpeMsi Tojibko 1151 HIJI-2 pa3zpadoTaHa u 3aperu-
CTpUpOBaHa YIpaBJieHHEM 10 CAaHUTApHOMY Ha/i30py 3a Ka-
YeCTBOM ITUIIIEBBIX MpomyKToB 1 MenukameHToB CILIA (Food
and Drug Administration, FDA) u EBporieiickum areHTCTBOM
o JekapcTBeHHbIM cpeacTBaM (European Medicines Agency,
EMA) narorenetnueckas 3T [7, 8, 23].

O0CynMB MEXIyHapOIHbIE U POCCUNCKIE Pe3YIbTaThl
®3T, sKcrnepThl NPUIILIY K BBIBOAY O TOM, YTO 3aJepXKKa
crapta 3T NpUBOAMT K XyAIIUM KIMHUIECKUM UCXOIAM.
®D3T no/uKHA OBITh HAYATA KAK MOJKHO PaHbIIIe MOCJIe MO/ -
TBEPKAECHUSA JUATHO3A, 10 MOSABJIEHHUS SBHBIX CHMIITOMOB
(npecumnromaTuueckas ©3T).

ITo marHEBIM A. Schulz 1 coaBrT., a3pdekTBHOCTE P33T
npu HIJI-2 B 3HaUMTEIBLHOM Mepe oTpeaesaiach ee paH-
HUM HayajioM. Tak, ObLIO ITOKa3aHO, YTO MallMeHThI, O~
syqusiie @3T 10 pa3BUTHS CUMIITOMOB, UMEJIU JIydIIIe
HUCXOJIbI TT0 BPEMEHU 10 JOCTUKEHUST HE0OpaTUMOTO CHU-
XeHHUs Ha 2 0ajula Wiv OOCTUKeHUs oleHKu 0 6ayiioB
MpU OLIEHKE MOTOPHOI U peueBoil (hYyHKIHUI IO IIKaae
kauHudeckoit onenku HIJI-2 B cpaBHeHUY c manMeHTa-

mu, HadaBmmMU P33T 1rocae 3 s1eT, mocie pa3BUTHUST CUM-
nTomoB [20]. BeIsiBIeHMIO MALIMEHTOB 10 Pa3BUTHUS CUM-
IITOMOB MOTYT CITOCOOCTBOBAaTh MPOBEACHUE CKPUHUHTA
cu6bcoB u BkiawodyeHrue HIIJI-2 B paciumpeHHbI HeOHa-
TaJIbHBIM CKpUHUHT [3, 5, 10]. JIJs BbIABIEHHS MAIMEHTOB
HA paHHeii cTaauu 3a00/1eBaHus Mocjie MaHupecTauu cCuM-
NTOMOB HEO0XO0MMO OPraHNU30BbIBATb U MPOBOAUTH CeJIeK-
THBHbIE CKpUHHMHTH [17].

DKCHepThl IPUIILIA K BEIBOLY O HEOOXOIUMOCTH aK-
TyaJu3upoBaTh BaXKHOCTh MOHUTOPUHIA KJIMHUYECKOTO
craryca nmauueHToB ¢ HIIJI-2. PeryaspHbiii MOHUTOPUHT
N03BOJISIET CBOEBPEMEHHO KOPPEKTHPOBATD MPOBOUMYIO CHMII-
TOMATHYECKYI0 TEPANIMIO ¥ MHIMBHAYAJIM3MPOBATH MOIXO
K OKa3aHHI0 MeAUIMHCKO# oMo [27]. OLieHKY KIIMHUYE-
CKOTO cTaTyca Heo0X0IMMO IIPOBOIUTH Kaxkbie 6—12 Mec.
MOHUTOPUHT OCOOEHHO KPUTHUYEH B (pazy ObICTPOro Mpo-
rpeccupoBaHus Kiaccudeckoit popmbl HILJI-2 B Bo3pacTe
3—6 net. BaxkHo, YTOOBI MOHUTOPUWHT MTPOBOIVIIM OJHU
U T€ XKe CrieluanucTsl [4, 12].

IIpuBep:KeHHOCTb TEPANMHN MOKET OKA3bIBATH BJIUSTHUE
Ha 3¢ dexTuHocTh ®3T. [Tokazarenu 3aBUCUMOCTH HC-
XOIOB 3a00JIeBaHUS OT KOJIMYECTBA IPOITYIIEHHBIX 103
rperapaTta He onyOJMKOBaHbL. B pamMkax KIMHUYECKHUX
ucciaenoanuii (NCT01907087, NCT02485899) 6bu10 mo-
Ka3aHo, YTO CPEIHUI TEMIT CHIKEHUSI MOTOPHO-PEUEBO-
IO IoKa3ates 3a 48-HeaeIbHbII ITePUO COCTABIISCT ITPH-
MepHo 2 Gasuta y naumeHToB ¢ HIIJI-2 6e3 ®@3T [21].
MOXHO CYMTaTh, YTO MPOITYCK 2 TTOCIEAOBATEIbHBIX 103
npenapata 1151 @3T MoxkeT okazaTh HETaTUBHOE BIUSTHHE
Ha 3((HEeKTUBHOCTH Tepanu, 0COOEHHO B a3y OLICTPOro
MpOrpeccupoBaHus 3a00IeBaHMsI.

ITposeaenue ML B uHby3mit c noMolIbio pe3epByapa
OmMMalist TpeOyeT HaTM4usI CIIeIMaIbHBIX MaHYaIbHbBIX Ha-
BBIKOB Y MEIUIIMHCKOTO MepcoHaja. [1py BEIOJIHEHUH
MPOLEAYPHl HEKBATM(PUIIMPOBAHHBIMU CTIELIUATUCTAMHA
BBICOK PUCK IMOBPEXXICHUS pe3epByapa U/ Wik NHPUIMPO-
BaHus cuctembl 1151 UL B nndy3uu. [Mostomy cyiectByeT
HEOOXOMMMOCTh BHEAPEHUS B KIMHUYECKYIO MPAKTUKY
HOBBIX XUPYPIUYECKUX YCTPOMCTB JUISI THTPABEHTPUKYJISIP-
Hoii @3T. AHa/IM3 MEKIYHAPOHOTO OMBITA MOKA3bIBAET Mpe-
umymiectsa nposenenus: UIIB undy3uii ¢ ncnosnm3oBanueM
CVAD y namuentos ¢ HIIJI-2. [laHHbI cIToco0 ITpoBeneHMs
®3T xapakrepusyercst 00jiee TPOCTHIM B TEXHUYESCKOM TLTa-
HE CIT0CO0OM BBEIICHUS Tpeliapara, yBeIMYEHHBIM IIEpHO-
JIOM UCIIOJIb30BaHUSI IIOPT-CUCTEMbI, CHUKEHHEM TI0TPe0-
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HOCTM B cCeJallu¥ MNalMeHTOB M IOTEHIMAJIbHBIM
CHIDXEHUEM YaCTOThI MH(MEKIIMOHHBIX OCIIOXHEHUH [ 1, 2,
16]. Kpome Toro, pomutensim meteit ¢ HLIJI-2 mcuxomorn-
YyecKr KoMGOpTHEee, Koraa MopT IS IyHKIIMK pacIosia-
raeTcsi Ha TPyIHO KJieTKe peOeHKa, a HE Ha ero rojoBe.
ITpumenenue CVAD MoXeT CHU3UTD YaCTOTY MH(PEKIIM -
OHHBIX OCJIOXXKHEHMI1, TaK KaK 00JIacTh JIOKALIMU ITOpTa
(MOAKOXKHO Ha MepeaHeil YaCTH TPYaHO KJIETKK) He Tpe-
OyeT OpUThS BOJIOC U Mpolle oOpabdaThiBaeTCs Ae3UHPU-
LIMPYIOIIMMU pacTBopaMu. YctaHoBKa mopta CVAD Bo3-
MOXHa B 2 TOYKaX Ha IPYJAHOM KJIeTKe: B IOAKITIOYUIHOMN
obJyacTu cripaBa ¥ cieBa. C 3Toil 1eJIbI0 MOXXHO MCIIOJIb-
30BaTh UMITPETHUPOBAHHBIN aHTHUOMOTUKOM BEHTPHUKY-
JISIPHBIA KaTeTep /IS MIPSIMOTO COSTMHEHMSI C PEHTI€HITO-
JNoXUTeNbHBIM yaauHutensemMm CVAD uepe3 yrioBoit
KOHHeKTop. CrieliMdudecKux KpUTepUeB U OrpaHUYEHU I
1o Bo3pacty 1151 ycraHoBku CVAD HeT. B ciiyuae Bo3MoX-
HOCTM YCTAaHOBKM Kak pe3epByapa Ommaiia, Tak u CVAD
HEWpPOXUPYPT JOJDKEH TOHECTH IIPEMMYIIIECTBA M HETOCTaT-
K1 000X METOI0B XMPYPrMYECKOro TOCTYIIa 10 3aKOHHOTO
MpeacTaBUTeNIsl pebeHKa, KOTOPHIA IPUMET pelleHUe
00 yctaHoBKe pe3epByapa Ommaiia unu CVAD.
WndeKuuoHnble 0CI0KHEHUs, CBI3aHHBIE C YCTPOHCT-
BOM, MOryT mpuBecTd K mponycky UIIB undysmii, yto,
B CBOIO 04epeb, MOXKET NOBIMATh Ha 3 dekTuBHocTh O3 T.
7151 CHUKeHUS pricKa pa3BUTUS MH(MEKITMOHHBIX OCIOXK-
HEHUI HEOOXOMMMO CTPOroe COOII0ACHUE TTPaBUJI acell-
THUKHW Ha 3Talle MOATOTOBKY MallueHTa (HalipuMep, MbIThe
BOJIOC U COpMBaHME BOJIOC B 00J1aCTH pe3epByapa; Mmaru-
€HTa HeOOXOIMMO Pa3MECTUTh B MHAMBUIYAJIbHOM I1aj1aTe)
u nipoBeneHus UIIB ungysuu. ITomemeHust, B KOTOPbIX
nposoasatcss UIIB uHpy3uu, 10JKHBI TPOXOAUTh CTaH-
JIapTHYI0 CAaHUTapHYI0 00pabOTKY M KOHCEPBUPOBATHCS
110 nHDy3uu. Heobxommmo UCoIb30BaTh PELUPKYISITOPBI
Bo Bpemst MLIB nungysuu, nonyckatb NpucyTcTBUE TOJIb-
KO MPHUYACTHOTO K 3TOH MpOoLeaype METULIMHCKOTO Tep-
COHaJa, MpOBOAUTH MHOT'O3TAITHYI0 00pabOTKY Je3MHPU-
LIMPYIOIIMMU pacTBOpaMy MecTa MNyHKUUM IopTa.
O0s13aTeIPHO MCIIOJIb30BaHKE IBYX Iap CTEPUIbHBIX ITep-
YaTOK IPU IMPOBEIEHUM ITYHKIIUKM. MeTUIIMHCKUI ITepco-
HaJl TOJDKEH OBITh OJIET B CTEPWJIBHBIN XajiaT, IarouKy,
Gaxwibl 1 Macky. [1py1 HEYIOBIETBOPUTEIBHOM MYHKIIUKA
Mpolieaypy HeoOXOAMMO MOBTOPUTH C CAMOTO Havajia —
CO CMEHBI CTEPUJIBHBIX XUPYPTUYECKMX TIePYATOK, TIOBTOP-
HOIf 00pabOTKM KOXHU MalMeHTa B 00JIaCTH MyHKUMWU
U C WCIOJb30BaHUEM HOBOM CTEpWIbHOMN UIibl [yoepa.
ITocne npouemypbl TpedyeTcs: COOMI0IaTh CAHUTAPHBIE Ipa-
BUJIA: HE CHUMATh TOBS3KY B TeueHUe 24 9 TI0CIIe BBITUCKH,
HE MOYUTH BOJIOCHI 3 HS ITOCJIE BBIMMCKU, HE pACUYEChIBaTh
obacTh JoKanu3auuu nopta. Heobxommumo nHdopmupo-
BaTh JIUII, COITPOBOXIAIOIINX MALIMEHTa, YTO ITPY MOSIBIIC-
HUU TTIOKpPacHEeHUs, oTeKa, OOJIE3HEHHOCTH B 00JIACTH
opTa, OBBIIICHUH TEMIIEpaTyphl TeJla HEOOXOAUMO 00pa-

TUTKC K JiedanieMy Bpauy [6, 22]. BaxxHo, 4To0bI MHGY31N
BBITIOJTHSLIA OIHA U Ta XK€ KOMaHIa MEIUIIMHCKOTO Iepco-
Hana, ooyuyeHHoro nposeaeHuio M1 B nngysum.

C 1167110 CBOEBPEMEHHOTO BhISIBICHUST MH(MEKIIMOHHBIX
ocnoxHeHnii y manyenTos ¢ HIJI-2, momyyaromux ®3T,
HeobOxoaumo nepen kaxnoit ML B nngysueit ocmatpusaTh
00J1aCcTh pa3MelleHYs TTopTa Ha MpeIMeT HaTuuus IIpU3Ha-
KOB MECTHOTO BOCHaJICHUSI 1/ WTK HapyIlIeHUs LIeTOCTHOCTH
pe3epByapa, UI3MepsITh TeMIlepaTypy TeJia ralueHTa. Takke
nepea Kaxaoit mHoysueit npenapata ®3T HeobOxomMMO
3a0upaTh 2—3 MJI IMKBOPA I IIUTOJIOTMYECKOTO UCCIIENO-
BaHUsI U TIOCEBa Ha ITUTATe IbHbIE CPebl. 3a0paHHbIl TMKBOD
HeJIb3sl BBOIUThH 00paTHO B MOPT. LIS HaeXKHOTO BBISIBIIE-
HUSI MeIUIEHHOPACTYIIMX OaKTepUii, Takux Kak Cutibacterium
acnes, KyJIbTypbl UHKYOMPYIOT MUHUMYM 7 nHel [9]. B ciy-
yae nHbuuupoBaHus cucteMbl 111 MIIB undy3uu ona
JToJKHA ObITh yaalleHa, a MalMeHTy — MPOBEICH KypcC aHTH-
OaxkTepuaIbHOU Teparnuu (C y4eTOM YyBCTBUTEIbHOCTY MU~
KpPOOpPraHM3MOB K aHTUMUKPOOHBIM Ipernaparam). Yepes
2 AHS TocJie Kypca aHTUOAKTepUalbHOM Tepanuu Heo0Xo-
JIVIMO BBITIOJTHUTD JTIOMOATBbHYIO ITYHKIIUIO, YTOOBI IIOATBEP-
AT caHaluio JukBopa. [locie moaTBepkaeHUs caHAU
JIMKBOPA, TIPY OTCYTCTBUM OaKTEpUii B LIepeOPOCTIMHATBHOM
XUAKOCTY Mocie 7 THel MUKPOOMOIOTMUYECKOTO KYIBTUBH -
pOBaHUS, MOXHO MMIUIAHTUPOBATh HOBOE YCTPOMCTBO.
IIpu 3TOM UHTPAaBEHTPUKYJISIPHBINA KaTeTep HEOOXOAUMO
YCTaHOBUTH B HOBOI TOYKE C ITPOTHMBOIIOIOXKHOMN CTOPOHBI,
TaK KakK B CTapoM KaHaJie 00pa3yeTcsi baKTepuaibHas IJIeH-
Ka, KOTopasl MOBBILIAET PUCK Pa3BUTUS UHGHEKIIMOHHBIX
OCJIOXKHEHUH.

YV nmauuenrtoB ¢ HIJI-2 B pe3ynabrare aereHepaiuu
CeTYaTKU B LICHTPAJIbHOI 30HE CHIDKAIOTCSI OCTPOTA 3pEHUS
U 11BeToBOe BocnpusiThe. C KIMHHYECKOM i TMATHOCTIYECKOM
TOYKH 3pPEHHS BeAYIIMM CHMITOMOM SIBJISIETCS CHIDKEHHE
OCTPOTHI 3peHHsl, KOTOpOe MPOSABJISETCS HA paHHEil CTaaud
3200.1€BaHUSA U OKA3bIBAET CYIIECTBEHHOE BIMAHUE HA Kaye-
¢TBO ku3HU. OPTaTHEMOIOTUYECKUE ITPOSIBICHUS KOPPeu-
DYIOT CO CTEIIEHbIO HapyIIeHUsT HEBPOJIOTMIECKUX (DYHKIIUIA
M BO3pacToOM IallMeHTa. Pa3Butue yacTuuHON aTpoduu
3PUTEJILHOTO HEpBa SIBJISIETCS BTOPMYHBIM K aTpoduu Ha-
PYXHBIX cioeB ceTdyatku [14]. [ToTeps LieHTpaIbHOM TOM-
IIWHBI CETYATKU MpU ecTecTBeHHOM TeueHun HILJI-2 mpo-
WCXOAUT IO CUTMougalibHON (S-00pa3Hoii) KpUBOIL:
MOCTENEHHOE Hayajao MOTEPU LEHTPATbHOU TOJIIMHBI
CeTYaTKU U COMYTCTBYIOIIUX 3PUTEIbHBIX CUMIITOMOB, Ja-
Jlee B Bo3pacTe 4—6 JIeT — YCKOPEHHOE CHIDKEHUE IIEHT-
PpaJIbHOM TOJIIIMHBI CETYATKU, JAajiee — BTOPOE TUIaTo («ypo-
BeHb MoJa», level floor), mpu KOTOpOM OOJBLIMHCTBO
¢oTopenienTopoB B LIEHTPaIbHOM 30He yTpayeHsl [11].

JlaHHbIE MEXKTYHAPOIHOTO ONBITA IEMOHCTPHPYIOT lieJie-
c000pa3HoCTb npoBeaeHns uarpasurpeanbhoii (MBT) ®3T
rhTPP1 y nammentos ¢ HIIJI-2. ITunoTHbIe KIMHUYECKE
HCCIeOBaHUS IEMOHCTPUPYIOT 3aMelJIeCHUEe aHaTOMUJe-
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CKOIi IeTeHeparvy CeTYaTKU ¥ BpEMEHHYIO CTa0MIM3ALIMIO
OCTpOTHI 3peHus [ 15, 26]. A1 3aMeaieHIsl aHaTOMUYECKOM
JIeTeHepalMK CeTYaTKM U CTAOMIM3allMKM OCTPOTHI 3PEHMS
y neteil Tpedyercs peryasipHoe UBT BeeneHue rhTPP1,
npu 3ToM MIIB 1 UBT uHby3uu 1eaecoodpazHo MpoBo-
JIUTh OMHOMOMEHTHO, Tak Kak BT BBeneHue TpedOyer ce-
nmaumu/Hapko3sa y nereit [18]. Ctapt UBT nenecoodpasHo
HaYMHATB JI0 Pa3BUTUS ODTAIbEMOJIOTMIECKIX HAPYIICHMIA.
JI711 MOHUTOPUHTA OLIEHKU TTyOUHBI O(hTaIbMOJIOTUYECKUX
HapyleHUi HeoOXOAMMO HCIOJb30BaTh IiKany Weill
Cornell LINCL Ophthalmic Severity Scale [14]. Ctapt UBT
Ha ctaguu II-IV mo mxkane Weill Cornell LINCL
Ophthalmic Severity Scale cBuneTeIbCTBYET O TOM, YTO Jie-
reHepaluusl ceTyaTKu Havajgach, U BPeMsl yXe YITyIIeHO.
Crapt BT Ha craguu V nio mkaine Weill Cornell LINCL
Ophthalmic Severity Scale Helielecooopa3eH!

Onmpasch Ha pe3y/IbTaThl peajibHOi KIMHHYECKO npa-
KTMKH M MEXKIYHAPOIHBIN ONBIT OKA3AHUSA MeIUIIMHCKOM
nomomu namuenTam ¢ HITJI-2, skcnepTsi chopMyupoBaiu
CJIEAYIONIYIO PE30TIONHMIO:

1. ®3T caemyer HayaTh KaK MOXHO paHBIIE TIOCIIE
MOATBEPXKACHUS TUarHo3a. Jlydime KIMHUYeCK1e UCXOIbl
HaOJI0JAIOTCS B TPYIIITE MalMeHTOB, B KoTopou crapt ®3T
OCYIIIECTBJICH 0 MOSIBICHUS CUMIITOMOB (IIPECUMITTOMA-
tnueckasg O3T).

2. PekoMeHoBaTh ClieayIonme CpOKY U METOIbI OIICH-
KM KJIMHUYeCcKOoro craryca nauuenTta ¢ HLJI-2:

* OlLIEHKAa KJIMHUYECKOTIo CcTaTyca MalyeHTa 1o 4 joMe-
HaMm (nBuratenbHas (GyHKIUsI, pedyeBast (PyHKLMS,
SMWIESNITUYECKUE TTPUCTYIIBI, 3pUTeIbHAS (DYHKITUS)
mwkansl CLN2 Clinical Rating Scale nmpu yctaHoBJie-
HUU avarHo3sa, repen crapromM ®3T u manee depes
Kaxnbie 12 mec;

* IIPOBEICHUE MarHUTHO-PE30HAHCHOI ToMorpaduu
TOJIOBHOTO MO3Ta MPH YCTAHOBJICHUHU TUarHo3a 1 Ja-
Jee yepe3 1—2 roaa;

* 0CMOTp O(hTaILMOJIOTa U OLIEHKA TSKECTH O TaIbMO-
Jornyeckux HapyweHuit mo mkanae Weill Cornell
LINCL Ophthalmic Severity Scale nmpu ycTaHOBJIEHUMN
JIMarHo3a u fajee Kaxiaple 6 Mec;

* TpoBeleHME IeKTposHIIedanorpaduy Ipu YyCTaHOB-
JICHWM IUarHo3a ¥ aajiee Kaxible 6 Mec;

* IpOBeACHUE 3JIeKTpoKaparorpachu IIpu yCTaHOBIIE-
HUU JUarHos3a ¥ aajiee y MalMeHTOB 0e3 cepaeyHoin
IaTOJIOTMU KaXIble 6 Mec;

* OCMOTD IICHXOJIOTOM C OLIEHKOM ICHXOJOTMYeCKOIo
pa3BuTusa aeteil (mkaasl Merrill—Palmer Revised
Scale, Leiter-3) mpu ycTaHOBJIEHUM AUarHo3a U najiee
Kaxnaple 6—12 Mec;

* OCMOTp HEBPOJIOTOM MpPM YCTAHOBJICHUM IUarHo3a
U ajiee eXeMeCIIHO;

1

* OlLIeHKa HEOOXOAMMOCTH CMIITOMATHIECKOM Teparmimu
MpY YCTAaHOBJICHUW OUAarHo3a W Jajee MpU KaxKIoM
BM3UTE.

3. PexomeHnnoBath nposeaeHue ML B ungysuii rhTPP1
¢ ucnojbzoBanueM CVAD y maumenTos ¢ HIJI-2. Ucniosib-
3oBaHue CVAD y nauuenroB ¢ HLIJI-2 MoxeT ObITh O0J1ee
MPEIIOYTUTENIEHBIM B CPABHEHUU C UCIIOJIb30BAHUEM pPe-
3epByapa OMMalis B CBSI3U ¢ 60Jj1ee TIPOCTHIM B TEXHUYECKOM
IJIaHe CIIOCOOOM BBEIACHUS MperapaTa, yBeIMYCHHBIM I1e-
PUOIOM MCIOIB30BaHMS TTOPT-CUCTEMBI, CHIKCHUEM T10-
TPeOGHOCTH B CEeAALIMK NAIMEHTOB U TIOTEHIIMAIBHBIM CHHU-
JKEHUEM 9aCTOThI MHMEKIIMOHHBIX OCIIOXKHEHMIA.

4. HMHbeKIMOHHbIE OCIOXHEHUs, CBSI3aHHbIE
C YCTPOMCTBOM, MOT'YT IpuBecTH K rpomnyckKy UIIB nngpy-
3, 4TO, B CBOIO OYepPEIb, MOXET HETAaTUBHO MOBJIHUSITh
Ha 3pdextrBHOCTS O3 T. JIJ151 CHIKEHUST pYiCKa Pa3BUTHS
MHOEKIIMOHHBIX OCJIOXHEHUIT HEOOXOAUMO MPOBOAUTH
OCMOTp TallMeHTa U MecTa MYHKIWM, LIUTOJOTUYECKUI
1 MMKPOOMOJIOTMYECKIIA aHaIM3bI JIMKBOPA TTEPe KaXK 0
UH(Y3MEi, CTPOro cob/II0AaTh MpaBUjIa aCENTUKK Ha 3Ta-
e MOJArOTOBKM MalMeHTa, Bo BpeMs nposeaeHust M1IB
UH(DY3UU U TIOCTIE Hee.

5. CornacoBaHbl KpUTEPUM MHOUITMPOBAHUST CUCTEMBbI
s M B ungysuum:

* TI0Ka3aTesIM JIMKBopa: 1uTo3 Bhilte 20/MM?3 (20 Ki1eTok
B 1 MKJT), YPOBEHb IJTIOKO3bI <3 MMOJIb/J1, IOBBILLIEHHE
YPOBHsI 00IIero OeKa JIMKBOpPa U ITOJIOXKUTEIbHBIIM
TIOCEB;

* O0OIIMIA aHAIU3 KPOBM: JIEMKOLIMTO3, TOBBIIICHUE
CKOPOCTH OCEIaHUsT SPUTPOLIMTOB;

* MoBbIIeHWE YPOBHS C-peakKTUBHOIO OeJIKa B KPOBH;

* MOBBILIEHKUE TEMIIEPATypHI TEJA.

B naHHOIi cuTyaliuy peKOMEHIOBaHbI YIaJIeHUE CHC-
tembl 111 MIIB uHpy3uu u npoBeaeHue Kypca aHTHOaK-
TEepUaIbHOI Teparuu.

6. PexomeHoBaHbI pa3paboTKa IMTPOTOKOJIA PETYJIsIp-
Heix UBT BBeaenuit thTPP1 u BHeapeHue ero B KIIMHU-
YECKYIO IIPAKTUKY C IIEJIbIO 3aMeIICHUsS] aHAaTOMMYECKOI1
JleTeHepaluy CeTYaTK! U CTAOMIM3alIMM OCTPOTHI 3pEHUSI
y neteit ¢ HUJI-2. ITpu atom ULIB u UBT undysum ue-
JIecooOpa3HO MPOBOAUTH OMTHOMOMEHTHO.

7. YKazaTb Ha HEOOXOAMMOCTb Pa3pabOTKU U My0JIr-
Kalluy METOIMYECKUX PEKOMEHAAINI 110 OKa3aHUIO Me-
IUIMHCKOM moMouuy nanueHTam ¢ HLJI-2.

8. YKkazaTh Ha HEOOXOIMMOCTb Pa3pabOTKU U MyOIu-
Kaiuu npotokona nposeaeHus UL B ungysmii.

9. C uesblo BBISIBJACHUS MAllMEHTOB Ha HOKJIMHUYE-
CKOIi cTamuu 3a0oJieBaHUs IEPCIEKTUBHBIM SIBJISIETCS
BrioyeHue HIJI-2 B mepeueHb 3a00/1eBaHuIA, BBISIBIIsIC-
MBIX C TIOMOIIBIO PACIIMPEHHOTO HEOHATAIbHOIO CKPH-
HUHTA.
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BeepeHune

DNUJIETICUsT SIBJISIETCS XPOHUYECKUM HEBPOJIOTHYE-
CKMM 3a00JjieBaHHEM, TPEOYIOLIUM IJIUTEIbHOM, YaCcTO
MOXU3HEHHOM (hapMaKoTepanuu, ¢ paclpoCTpaHEHHO-
CTBIO B ICCITKM MWIJIMOHOB CJIydaeB Bo BceM Mupe. Jlo-
CTUXKEHUE U TTO[IIepXKaHUEe MEIMKAMEHTO3HOI pEMUCCUM
OIPEIENISIOT KaYeCTBO KU3HU, COIMAIbHYIO aaanTalllio
U TPYIOCTIOCOOHOCTh NallieHTOB. KITloueByIo pojib B 3TOM
WUTPalOT COBPEMEHHBIC aHTUAIUICITUYECKIE TIpenapaThl
(ADII) ¢ BbICOKOI 3(h(EKTUBHOCTBIO U OJArONPUSITHBIM
npoduiieM NepeHOCUMOCTH, CPEIU KOTOPBIX JIAMOTPM/I -
>KWH, 0€3YCJIOBHO, 3aHMMAeT OHO M3 BEAYIIUX MECT CO-

IJIACHO MEXXIyHAPOIHBIM Y POCCUIICKUM PEKOMEHIAIUSIM
[5, 29].

B nocneanue roapl mpobemMa HeMEIMIIMHCKOM 3aMe-
Hbl ADIT mprobpeTaeT Bce 0OJbIIYIO KITMHUYECKYIO 3Ha-
YUMOCTb B CBSI3U C paCIIMPEHUEM aCCOPTUMEHTA BOCITPO-
MU3BEACHHBIX IIPENapaToB U OCOOEHHOCTSIMU CHCTEM
JIEKapCTBEHHOTO 00eCIIeYeHUsI, BKIII0Yask TEHICPHBIEC Me-
XaHM3MbI 0OecIieUeHus IpernapaTaMi U OTpaHUYCHUE
aCCOPTHMEHTA B alTEUHBIX CETSX.

AHTHIWIENTUYECKAs Teparysl IIPEAbSIBIISICT BHICOKHE
TpeboBaHUs KaK K 3(p(PeKTUBHOCTHU, TaK U K MEPEHOCHU-
MOCTH JieueHMs. JlaHHbIe TapaMeTpPhl 3aBUCAT OT MHOXKE-
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cTBa hakTopoB. [Ipy 3TOM KiII0YeBOE 3HAYCHHUE MMEET
BBIOOP HE TOJIBKO (hapMaKoJOTUISCKOM TPYIIIBI U NEWCT-
BYIOIIIETO BellleCTBa (OMPECISIONIEro MeXIyHapoaHOe
HemaTeHToBaHHOe HanMmeHoBaHue (MHH)), HO 1 KOH-
KpEeTHOTO mperapara B paMkax ogHoro MHH, T. e. BEI6Op
TOProBOro HauMeHoBaHwusl [15].

Kak cBUAETEIBCTBYIOT MEXIYHAPOIHBIE U OTEUYECT-
BeHHBbIe gaHHbIe [11, 13, 18], HemeauIIMHCKAS (AAMUHU-
CTpaTUBHAsI I SKOHOMMYECKU MOTUBUPOBAaHHAs ) 3aMe-
Ha ADII compskeHa ¢ PUCKOM YyTpaTbl KOHTPOJS
HaJ IPUCTYIIaMU, CHIKEHUEM ITPUBEPKEHHOCTHU TepaITiy
U YXyIOIIeHWEM KadecTBa XU3HU MalMeHTOB. B cBs3m
C 3TUM JIaJICKO He CllydaiiHa 00e€CIIOKOCHHOCTh 9KCIEePT-
HOTro coO00IlleCTBa, HalllelIasl OTpaXkeHe B JOKyMEeHTax
PETYJISITOPHBIX OPraHOB OOJIBIIMHCTBA cTpaH EBpocorosa
u CIIA, xoTopble BBOASIT 000CHOBAaHHbIE OTpaHUYEHUS
B IIpakTUKYy B3aumosameHssemoctu ADII [17]. CyiiecTBytoT
000CHOBaHHBIE OIIACEHUS, YTO OOILEITPUHSTHIC KPUTEPUM
OMO3KBUBAJICHTHOCTH, TIPUMEHSIEMbIC ST IKCHEPUKOB,
He rapaHTUPYIOT TeparieBTUMECKYIO SKBUBAJICHTHOCTD M CO-
XpaHEHUEe PEeMUCCUU TIpU 3aMeHe OpUTHHAaIbHBIX ADII
Ha BocIpou3sBeleHHbIe penapaThl [20]. Ocobyto TpeBory
5Ta IpobJieMa BBI3bIBAET B OTHOIICHUM JICKapPCTBEHHBIX
CPEICTB ¢ Y3KUM TepaneBTUICCKIM MHAEKCOM U Tex ADI,
METa00JIM3M KOTOPBIX 3aBUCHUT OT MHIMBUIYAJIBHBIX OCO-
OEHHOCTEl OpraHM3Ma U MOXET CYIIECTBEHHO pa3InJyaThCst
y pa3HbIX maiueHToB [19]. Tak, B MccaenoBaHuUsIX 3aMeH
ADII B pamkax MHH (B ToM uncie npu nepexoie ¢ OIHOro
JDKEHEPUYECKOTO ITpernapara Ha APYroi) yxyaleHue CocTo-
sHUS (3(pHEKTUBHOCTU U/WTA IEPEHOCUMOCTH) IIPU 3aMe-
He mperapara OblJIo OTMEUEHO He MeHee yeM Y 1/3 marmeH-
TOB B 3aBUCHUMOCTH OT mccienoBanus: 29 % (Crawford
M COaBT., 1996), 65 % (Berg u coast., 2008), 67,8 % (Wilner,
2004), 58 % (Haskins u coasr., 2005) [15].

AHTHUSIIUJICNTUYECKHE TIpErapaThl OTHOCSTCS K JIie-
KapCTBEHHBIM CPENICTBAM C Y3KUM TepaIleBTUYECKUM MH-
JIEKCOM, JUISI KOTOPBIX HEOOJIbIIIE U3MEHEHMSI KOHIICHT-
paluMu B KPOBU MOTYT MNPMBOAUTH K KIMHUYECKU
3HAYMMBIM MOCJIEACTBUSIM. DTO B IIOJIHOI Mepe KacaeTcst
JIAMOTPMIIKWHA: TaHHbBIE KPYITHBIX PaHIOMM3UPOBAHHBIX
M HaOJII0IATeIbHBIX MCCIeI0BAaHUIA TOKA3bIBAIOT €TO BhI-
COKYI0 3(p(heKTUBHOCTD U ITEPEHOCUMOCTh, HO TIPU 3TOM
MOAYEPKUBAIOT YyBCTBUTEIHLHOCTD K KOJIEOAHUSIM SKCITO-
3ULAMU U BaXKHOCTh CTAOMJILHOCTU Teparnuu [13].

Oco6oe MmecTo 3aHuMaeT Ceiizap — 3HAYUTENbHBIN
KJIMHUYECKUIA OIBIT MPUMEHEHUs Ipernapata B Poccun
MOATBEePXKIaeT ero 3(h(GeKTUBHOCTh M 6€30ITaCHOCTb B U -
POKOM CHEKTpe KIMHUYECKUX CUTYalLMiA: OT IeTeil 10 Mo-
SKUJTBIX JIMLI, BKITIOYAst XKEHIIUH PEITPOIYKTUBHOTO BO3pa-
CTa ¥ MalyeHToB ¢ KOMOpOMAHOM naTojorueit [1—4, 6, 7,
9, 16]. ABTOpBEI MHOTMX PabOT MOAYEPKUBAIOT: HEMEIM-
LIMHCKas 3aMeHa mperapaTa y MalueHTOB, JOCTUTIIMNX
pemMuccu Tipu npuMeHeHuu Ceiizapa, KIMHUYECKH HEO-
MpaBIaHHA U HECET B ce0e MOTeHIIMAIbHbBIC PUCKMU.

1

Llenp HACTOSIIIETO SKCIIEPTHOrO COBeTa — (hOPMUPO-
BaHKME KOHCEHCYCHOM MO3ULIMK B OTHOLICHUU MEP U pe-
KOMEHIALIMIA, HAMIPaBJICHHBIX MPEXIEe BCETO Ha Mpeao-
TBpallleHUe HeMeIULIMHCKOM 3aMeHbl ADIT y manueHTOB
C BIUJIETICUE U MUHUMU3AIUIO0 KIMHUYECKUX PUCKOB
B ClTyJae ee HeM30eKHOCTH.

Npo6nema 6MO3KBUBANIEHTHOCTH

M KNIMHUYECKON B3aUMO3aMeHAEMOCTHU

aHTUINUNIENTUYECKUX NpenapaTos

B10sKBUBaNIEHTHOCTD ONPEIEIISIETCST KaK COITOCTaBH -
MOCTb CKOPOCTH M CTETICHU BCAChIBAaHUSI aKTUBHOTO Be-
IIECTBA U3 2 JIEKapCTBEHHBIX (hOpM, OIICHUBaeMasl 110 I10-
kazarenassM AUC (momaas noa hapMakKOKMHETUYECKOM
KPUBOH «KOHLEHTpauus—BpeMs») U C_ . (MaKcuMajbHast
KOHIIEHTpaIs B Tu1azMe KpoBH) ¢ 90 % noBepUTEIbHBIM
WHTepBajoM B nipenenax 80—125 % [27].

DTH KpUTEPUH IPUMEHSIIOTCS K IIIMPOKOMY KPYTY Jie-
KapCTBEHHBIX CpenCcTB, BKIovyast ADII, u 1exxaT B OCHOBE
pEeruCTpalyy JKEHEPUISCKMX IIPEIapaToB.

OnHako [JId IpernaparoB ¢ Y3KMM TepalieBTUYECKUM
WHIIEKCOM, K KOTOPBIM OTHOCSATCSI MHOTHE aHTUIUJICTI-
TUYECKUE CPENCTBa, (hopMayibHas OMO3KBUBAJICHTHOCTh
HE TapaHTHPYeT KJIMHUYECKON B3aMMO3aMEHSIEMOCTHU.
M. Bialer u coaBrt. [20] moka3zaiu, 4To Aaxe Ipy CoOoIe-
HMU PETYISITOPHBIX KPUTEPUEB OMO3KBUBAJIEHTHOCTH T1e-
pPEXOJ1 C OpUrMHAaJIa Ha JXKCHEPUK WM MEXKIY JDKEHEpUKa-
MM MOXKET COIPOBOXAATHCSI KIMHUYECKHA 3HAYUMBIMU
KOJIeOaHUSIMUA KOHIIEHTPAIIMU Y OTIETbHBIX IMallMEHTOB.

M. Holtkamp u W.H. Theodore momyepKuBaior,
YTO JIJIS TALIMEHTOB C SIMJICTICUEl Jaske HeOOIbIIIe Koje-
06aHus koHueHTpauuu ADII, ykiaaplBarolyecs: B paMKU
OMO3KBUBAJICHTHOCTHU, MOTYT IIPUBOAUTD K CPBIBY PEMUC-
CUU WIM TIOSIBJIEHUIO TOO0YHBIX 3(pdekToB [23]. B oTHO-
IICHUM JIAMOTPMIKIHA, SIBIISTIOIIETOCS TIPerapaToM IepBOii
JIMHUU TIpU JieueHUU (GOKaJbHOM M reHepaJn30BaHHOMN
snuiencuu [5, 29], aToT puck 0co6eHHO 3HAYMM.

Paszmuuust B coctaBe BCIIOMOTATEIbHBIX BEILIECTB, TEX-
HOJIOTUY ITPOU3BOICTBA 1 MTPOdUIIe BBICBOOOXKICHMS MEX-
Iy UHAMBUIYaJIbHBIMU (DopMaMU MpenapaToB CIIOCOOHBI
BJIMSITh Ha CKOPOCTb PACTBOPEHUSI U OMOZOCTYITHOCTb.
Jaxe mpu ¢popMaibHOM COOJIOAEHUN KpUTEpUEB OM0IK-
BUBAJICHTHOCTU 3THM Pa3W4YUsl MOTYT UMETh 3Ha4YeHUE
JUTS KOHKPETHOTO TTalIMeHTa ¢ SNUJICTICUCH.

CornacHo TaHHBIM POCCUICKUX KIIMHUYECKUX UCCIIe-
JIOBaHWI 1 HaOJTI0MaTeIbHEIX IporpamMm [1—4, 6, 7, 9, 16],
Ceiizap AeMOHCTPUPYET CTAOUIbHYIO 3¢ GheKTUBHOCTD
1 01aronpusITHBIN PO 6€30ITACHOCTH ITPU JTUTEITb-
HOM IIPMMEHEHMH B IEIUATPUIECKON, TOIAPOCTKOBOM
1 B3pocoit monmysiusx. KimtoueBbIMU XapakTepuCTHKa-
MM TepamnuM SIBJISSIOTCS BBICOKasi CTEIEHb yIep>KaHUs
Ha Tepaluu, HU3Kask 4acToTa 000YHBIX 3P HEKTOB U CO-
XPaHHOCTb KOTHUTHUBHBIX (DYHKIIMH MPU JIEYEHUU KaK Te-
HepaJIM30BaHHBIX, TaK 1 (POKaANBHBIX SMIeIICHii. Jomo-
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HUTeJIbHOE MoaTBepxaeHue apdektuBHoctu Ceiizapa
IOJIy4eHO B MHOTOLIEHTPOBOM KJIIMHMYECKOM 0030pe
Yy XEHIIWH C UIUONaTUYECKON reHepaaIu30BaHHON 31U -
Jenicueit [4], roe oTMEUYEHO MOJOXUTEIbHOE BIUSHUE
Ceilizapa He TOJIBKO Ha KOHTPOJb Haja IPUCTYIIaMH,
HO M Ha Ka4yeCTBO XXW3HU 1 SMOLIMOHAJIBHBIM CTATyC T1a-
LIMEHTOK.

Ha ocHOBaHUM 3TOM TOKa3aTeIbHOI 0a3bl 9KCIIEPTHHIA
coBeT LleHTpanbpHOro eaeparbHOro OKpyra onpeaessieT
namotpukuH (Celizap) B KaueCTBe «30JI0TOTO CTaHaapTa»
Teparuu IWIETICUU Y IeTeil U B3pOC/IbIX. B maHHOM KOH-
TeKCTe HeMeIMIMHCKas 3ameHa Ceilzapa Ha MHbIE BOCIIPO-
MU3BeCHHBIE (hOPMBI JTaMOTPUIKXKUHA WK apyrue ADII,
0COOEHHO y MalIMEHTOB, TOCTUTIIINX PEMUCCUH, TIPEICTAB-
JIgeT o001 KIIMHMYECKK HeoNpaBIaHHbIN PUCK, KOTOPHIi
HE MOXET ObITh 000CHOBaH MCKIIIOUMTETLHO SKOHOMMYE-
CKMMU WJIM OpTaHU3alIMOHHBIMM COOOPaKEHUSIMU.

KnuHuyeckue nocneacTeus HemeanLMHCKON

3ameHbl aHTUINUNENTUYECKUX NpenapaTos

Cucrematudyeckuii 063op M. Yamada u T.E. Welty
[19], BKITIOUMBIIMI TPOCTIEKTUBHBIEC U PETPOCTICKTUBHbIE
HCCIIEN0BaHUs, TIPOJAEMOHCTPUPOBA HEOTHOPOIHOCTh
ucxonoB npu 3ameHe ADII B pamkax omHoro MHH.
B KOHTpOIMPYEeMBIX YCIOBUSIX YaCTh MAIEHTOB IIEpPEeHEe -
cJla 3aMeHy 0e3 YXyIILIEHMsI, OHAKO B peaJbHON KIMHU-
YEeCKOI ITPaKTHKE OMMUCAHBI CITydaM yJallleHHsI ITPUCTYIIOB,
TOSIBJICHUST TTOOOYHBIX 3((HEKTOB U CHUXKEHUS TIpUBEP-
>KEHHOCTHU Tepamnuu. ABTOPbl MOTYEPKUBAIOT HEOOXOAM -
MOCTb MTHAVMBUIYAJIBHOM OLICHKY PUCKA U yJaCTHSI Jieya-
IIIETO Bpaya B IPUHATUN PEIICHUS O 3aMEHE.

M. Holtkamp u W.H. Theodore [23] oTMmeualoT,
YTO MAIMEHTHI C SMUJIETICUE OCOOEHHO YSI3BUMBI K He-
3HAUYUTEJIbHBIM KoJieOaHUsIM KOHLeHTpaluii ADII u aB-
TOMaTUYeCcKas 3aMeHa Ipernapara, BKJIoJasl 3aMeHY Jia-
MOTPMIIKMHA, MOXET ObITh HeOe30IacHOM. DTU BBIBOIbI
COIJIaCYIOTCS ¢ pesysibTaTaMu (hapMaKOKMHETUIECKOTO
MOJEIUPOBAHUS ¥ KIMHUYECKOM IMTPaKTHKMU.

Ha npakTtuke 3¢p(eKTUBHOCTb U TIEPEHOCUMOCTb Me-
Hee JOPOTOCTOSIIIETO KEHEPUUECKOTO IIperapaTa MOXeT
0Ka3aThCsI XyXe, 4To, Oe3yCIIOBHO, HE OIIPaBIBIBAET KO-
HomuIo cpenctB. OkoJio 2/3 Bpadyeit OTMETUIN CPBIB pe-
muccuu mocie 3ameHbl ADIT B pamkax ogHoro MHH,
YTO B psiZie CIydaeB MPUBOIMIIO K TpaBMaM, ITOTepe paboThI
Y TIOBBILIEHUIO YACTOThI OOpallleHUsI TALIMEHTOB 332 MEU -
HuHcKoit moMoliupio (M.J. Berg u coasrt., 2008; S. Elmer
U coaBT., 2022). BaxHo, yTo peMuccus Ha poHe mpuema
ADII He gBigeTcd CTOMKUM COCTOSHMEM, BO30OOHOBJICHME
MPUCTYTIOB MOXET ITPOU30MTHY ITO MHOTMM MPUYMHAM, 1 3a-
MeHa ToproBoii Bepcuu ADIT MokeT BbI3BaTh CPBIB PEMKC-
CUH B pe3yJIbTaTe U3MEHEHMST KOHIICHTPALIMK B KPOBU TIpe-
napaToB, MPU3HAHHBIX OMO3KBUBAJEHTHLIMU [ 15].

Hawub6oee ys13BuMOii OMyIsiliieil B OTHOIIEHUH HE-
MeIUIIMHCKON 3aMeHbl ADII sSBISI0TCS MallMeHTHI C J0-

1

CTUTHYTOM MeIMKaAaMEHTO3HOM peMUCCHUEl, TTOCKOJIBbKY
Yy HUX IIEPEXOJ Ha APYroi mpernapar MOXET He TOJBKO
CIIPOBOLIMPOBATh PELUANB, HO U CHU3UThH BEPOSITHOCTh
IOCJIETIYIOIIEer0o BOCCTAHOBIEHUsI peMuccuu. [Ipu sTom
CTOMT MOAYEPKHYTh, UTO CPHIB PEMUCCUU OTHIOAb HE CBO-
JIATCS K BIU30/y MPUCTyIa B OJIMDKAWIINAE CPOKU TOCTIE
BMeIlIaTeIbcTBa. Peub uieT o 3aImycke Iopoii HeoOpaTUMBbIX
HEMpPOOMOJIOTMYECKIX TIPOLIECCOB, KOTOPBIC, (GOPMUPYS
IaTOJIOTMYECKYIO TUTACTUYHOCTh HEMPOHHBIX CeTeil, He-
PENKO IPUBOIAT K IMIPOTrPEIUEHTHOMY YXYIIICHUIO Teue-
HUS SIWICTICUM, yTpaTe paHee TOCTUTHYTOM TepareBTH -
YeCKOi CTabMIILHOCTH U (DOPMUPOBAHMIO PE3UCTEHTHOCTH
K aHTMAIUJIETITUICCKOM TepaIm.

PeTpocneKTUBHBINM aHAIU3 TPUYKH CPbIBA PEMUCCUN
y 220 nauueHToB B MockoBcKoit obactu (2011) BeIsIBU
JOMUHUPYIOIIYIO POJIb ATPOT€HHBIX (haKTOPOB B CPBIBE
MeIUKaMeHTO3HOoM pemuccnu (81,5 %), cpean KOTOPBIX
npeo6aanan (akTop OGBICTPOro, OMHOMOMEHTHOTIO IIepe-
xona ¢ a¢dekruBHoro ADII Ha aHajgOr BHYTpU OJHOTO
MHH (60,5 %). Vicxomamu Takoii 3aMEeHBI CTajlu yTpara
pemuccun y 71 % malMeHTOB, pa3BUTUE SITUICITUYECKO-
ro crarycay 3,75 % mauueHTOB, HEOOXOIUMOCTb B HEOT-
JIOXKHOM TIOMOIIY WY TocTiTa3atun y 51,9 % OOTbHEIX.
B 86,2 % ciyyaeB moTpe60BajIoCh BO3BPAILLIEHUE K MCXOM -
HOMY TIpenapary u/vjiu yBeJndeHe KOJIMYeCTBa IPUHM -
MaeMbIXx ADII: y 58 % manueHTOB Obljla yBeJIMUEHA Tepa-
neBTUYeckas 103a, a y 60 % Bo3HMK/Ia HEOOXOMUMOCTD
nepexona oT MOHO- K Tojutepanuu [12]. OTnaneHHbIe
pesyabtathl (uepe3 1,5—2,0 roga) cBUOAETENbLCTBOBAIMU
0 TOM, 9TO JIUIIb 32,9 % MaleHTOB CMOIJIM BOCCTAHOBUTh
HWCXOOHbIN YPOBEHb KOHTPOJIS HaJ MpucTyamu [14].

[TosrydyeHHBIE JaHHbBIE JEMOHCTPUPYIOT, UTO JaXe 3a-
MEHY «I3KCHEPHK K JKEHEPUKY» HEJIb3s pacCMaTpUBaTh
KaK HeUTpaIbHy10. I MallMeHTOB, JOCTUTIIINX PEMUCCUM
IIpU IIpHUeMe KOHKPETHOM (hOpMBI ITpernapaTa, COXpaHeHMe
MMEHHO 3TOM Tepallii UMEET CaMOCTOSITEIbHYIO KJIMHM -
YecKylo IleHHOCTh. HabmiomatenbHble MCCIeIOBaHUS
1 OIIBIT PeaJbHOM ITPAKTUKU CBUACTEIBCTBYIOT, YTO HEME-
IUIHCKas 3aMeHa ADI1 MoxXeT COpoBOXIATHCS U3ME-
HeHHeM (hapMaKOKWHETUKM, MOSBICHUEM ITOOOYHBIX
3¢ HEeKTOB U CHUXKeHUEeM 3 GEKTUBHOCTH JieueHusl. Poc-
cuiickue pabotsl [12, 14] momuepKuBalOT aKTyalbHOCTb
mpo6iaeMbl B3auMo3zaMeHsieMocTu ADIT u puxkcupyoT
clyyau yXyAllleHUs KOHTPOJISl Hal MpUCTyIaMu Ipy 3a-
MeHe Ipernapara o HeMeIUIIMHCKM ITPUIMHAM.

Ha stom ¢oHe maHHBIE POCCUMCKUX UCCIIEIOBaHUI
[1-4,6,7,9, 16] no mmmrenbHOMY TpuMeHeHMto Ceitzapa
B PA3JIMYHBIX MOITYJISILIUSIX — Y AETEH, TOAPOCTKOB, XKEeH-
IIWH PEIPOAYKTUBHOTO BO3pacTa v MallueHTOB C KOMOP-
OMIHOI MATOJIOTUEl — MO3BOJISIIOT pacCMaTpUBaTh CTa-
OUJIbHYIO TepalMio KaK 3HAYMMBIN PEeCcypc CHUXKEHMUS
KJIMHUYECKUX PUCKOB U ITOBBIIICHUs KadyecTBa XU3HU
MalMEHTOB C aruierncueit. Takum o6pa3oM, HapylleHHe
3TOM CTAOMIIBLHOCTHU MOCPEICTBOM HEMEIUIIMHCKOM 3aMe-
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HBI MPEACTABISCTC KIMHUIECKU HEONpaBIaHHBIM BMe-
IIATEeJIbCTBOM B YCIICIITHO peaJM30BaHHYIO TepareBTHYE-
CKYIO CTpaTeruIo.

IToMuMo cyry60 KIMHUYECKUX PUCKOB (yTpaTa KOHT-
poJIst Hall TIPUCTYIIaMU), HEMEIUIIMHCKAsT 3aMeHa HeceT
B ce0Oe M Cepbe3HbIC TICUXOCOIMaIbHBIC YTPO3bl. Mi3MeHe-
HME BHEIITHETO BUIa TabIeTOK, YIIAaKOBKM I TOPTOBOTO
HanMmeHoBaHUs ADII 6e3 npeaBapUTeIbHOTO 00CYKIEeHUS
C MaIMEHTOM HEPEIKO IIPOBOLIPYET TPEBOTY, (hOPMUPYET
HeIoBepHe K Ha3HAYCHHOMY JICYSHUIO, YTO BEAET K MpO-
ITyCKaM IIpHeMa ¥ CaMOBOJIBHOM KOPPEKILIMHM 103. JIaHHBIM
acIleKT IpHUOoOpeTaeT 0Co0yI0 3HAYMMOCTh B KOHTEKCTE
Tepanuu JaMOTPUIKUHOM, KOTOPBIIA YaCTO IIPUMEHSIETCSI
y HalIMEHTOB C KOMOPOWIHBIMU TICUXUYECKUMM PACCTPOI-
CTBaMM: UMEHHO B 3TOI KOTOPTe CTAOMJIBHOCTD TepareB-
TUYECKOTO PEKMMa U JOBEPUTEIbHBINA KOHTAKT C Bpa4YOM
SIBJISIIOTCS (PYHAAMEHTOM YCIIEIITHOTO JICUSHUSI.

HccnenoBaHus pocCUiiCKMX aBTOPOB ITOATBEPXKIAIOT
BBICOKYIO TIPUBEPKEHHOCTh TepaIuu JTaMOTPUIKIHOM,
YTO 0OYCJIOBIIEHO €0 0JIarONPUSTHBIM IpoduiIeM nepe-
HOCHUMOCTH, YI0OCTBOM JI03MPOBAHUS Y IMOJIOXKUTETbHBIM
BJIVSIHAEM Ha KOTHUTUBHBIC U a(pDeKTUBHBIC (PYHKIIUM
[1-4, 6, 7, 9, 16]. HemenuuuHcKas 3aMeHa IpenapaTa
crnocoOHa HUBEJIUPOBATh 3TU MOCTHKEHUs, IMOAPbIBast
JIOBepUE MallMeHTa U co3aaBasi MPEANOChUIKY I CHUKE -
HUSI KOMIUIAGHTHOCTH, YTO B UTOI€ CTABUT IOJ YIPO3y
3¢ (HEKTUBHOCTH BCETO JIEYeOHOTO Ipoliecca.

lpynnbl nauMeHTOB C NOBbIWEHHbIM PUCKOM

He6naronpuATHbIX NOCNEACTBUI 3aMeHbl

C y4eToM MeXIyHAapOIHBIX U POCCUMCKUX TaHHBIX
SKCIIEPTHHII COBET BBIACJISACT HECKOIBKO IPYITIT ITAallMeH -
TOB, IJIs1 KOTOPBIX HeMeAuluHcKast 3ameHa ADII Hecer
MaKCHUMaJIbHBII PUCK HETaTUBHBIX MOCJICICTBHIA:

1) mauueHThl B AIUTEIbHON peMuccuu. [lanneHTsl, Ha-
XOISIIIMECS B COCTOSIHUM peMuccuu 12 mec u donee,
OTHOCSITCSI K ITPYIIe HAMBBICIIIETO PUCKA IPU HeMe-
nunuHckoi 3aMeHe ADIL. nsg HUX DOCTUTHYTHIN
KOHTPOJIb HaJl IIPUCTYIIAMM OIIPE/IEIISIeT BOBMOXHOCTD
COILMATbHOM 1 IMTpodheCCUOHANTBHOM pean3aliiy, Tia-
HUPOBaHUS ceMbU. CPBIB PEMHUCCUU TIOCIIE TUTEIIb-
HOTro OGECIPMCTYITHOTO MEePUOoaa UMEET Cepbe3HbIe
MEIULMHCKHUE U TICUXOCOLIMAJIbHbIE TTOCIIENCTBUS;

2) MalMeHTHI ISTCKOTO 1 IMOAPOCTKOBOTO Bo3pacTa. Y Jie-
Tell ¥ TMOIPOCTKOB CTaOMIBHOCTh aHTUAMMICIITHYE -
CKOI1 Tepanuy KpUTUYECKH BasKHA JIJISI HOPMaJIBHOTO
KOTHUTUBHOTO U TICUXOCOLIMaIbHOTO pa3BuTust. dap-
MakokunHeTrka ADII B aToli rpyIine 6oJiee Bapruadeib-
Ha, YTO YBEJMYMBAET HEIPEICKA3yeMOCTh MOCIIEICT-
BMi1 3aMeHbI. KpoMe Toro, IToIpOCTKY M MX POIUTEIIN
4acTO BOCIPMUMYMBEI K CMEHE IperapaTta u 6oee
CKJIOHHBI K HapyIIEHUIO peXXrMa IIpreMa Ipy CHIDKE-
HUU JOBEpMS K TIpenapary;

1

3) MalMeHTKU XXEHCKOTO MoJia C anujerncueit (BKioJas
rnepuon 6epeMeHHOCTU U €€ TIJTAaHUPOBaHUsI). Y XKeH-
IIIVH C 3IUJICTICUEl, 0COOEHHO BO BpeMsI OepeMEHHO-
CTHU U TIPU €€ TIaHUPOBAaHUU, CTAOMILHOCTD Tepanuu
HMMeeT NIePBOCTEIIEHHOE 3HaYeHe. I3BECTHO, YTO U3-
MEHEHUE CXEMBbI JICYCHHUSI B 3TOT IIEPUOJ MOXKET BJIH -
SITh Ha YaCTOTY IPUCTYIIOB M TEPAaTOICHHbBIN PHCK.
JlaMOTpMIXKMH paccMaTpUBaeTCsl KakK OMWH M3 Hau-
oosee 6e3omacHbix ADIT 1181 KeHIMH penpoaIyKTUB-
HOT'0 BO3pacTa 1 0epeMEeHHBIX ITPY YCIIOBUHM TILATEIIb-
HOTO MOHMTOPUHIA KOHIIEHTpAalluU. DKCIIEPTHBIC
JOKYMEHTBI MeXIyHapoaHO! ITPOTUBOIMUIICTITUYC-
CKOI1 JTUTU ¥ HAaOII01aTe/IbHbIC TaHHBIC ITOKA3bIBAIOT
CHUXKEHME YaCTOThI BPOXKIEHHBIX TOPOKOB Pa3BUTHUS
Ha (poHe yBeIWYCHUs HOJM Ha3HAYCHUI JITAMOTPUI -
JKMHA U COKpallleHUsT TPUMMEHEHMSI BaJIbIpoaTa u Kap-
o6amazenuHa [10, 24, 31];

4) malMeHTHI TMOXUIOro Bo3pacTa. Y MOXKUJIIbIX MallueH-
TOB U3MEeHeHHE (hapMaKOKUHETUKU, HAJTMYUE TTOJTH -
MparMa3vy U MOBBIIIEHHAS YyBCTBUTEILHOCTD K IT0-
00uHbIM 3¢ dektaMm ADII genaior M0OOYIO0 3aMeHY
0co0eHHO pucKoBaHHOM. Ha ¢oHe cTabuibHOI Tepa-
MUY JIAMOTPUIKMHOM Y TTOXWIBIX TTAIIMEHTOB OTME-
YaloTCs XOpollasi MEPEeHOCUMOCTh M HU3KUI PUCK
MEXJIEKapCTBEHHBIX B3aUMOICUCTBHUIA 110 CPABHEHUIO
¢ pepMenT-uHAYUUpYIOIUMU ADIT [22, 33];

5) maluMeHThl C KOTHUTUBHBIMU HapylieHusiMU. [Tpu Kor-
HUTHBHBIX HAPYIICHUSIX MTAalIMEHTHI IIOXO PACIIO3Ha-
10T (paKkT 3aMeHBI ITpernaparta, Jalle J0IyCKaloT OI10-
KM B NIpuUeMe W He MOTYT aJeKBaTHO COOOIIATh
0 TOOOYHBIX 3dhdeKTax WJIM U3MEHEHUN YacTOThI
MPUCTYNOB. B TakuX ycI0BUSIX CTAaOMIIBHOCTD TepaIiy
Y TIPEICKa3yeMOCTh CXEMBbI JICYCHUsT UMEIOT ocoboe
3HaueHue. JIaMOTpUIKMH XapaKTepu3yeTcsl 01aro-
MPUSTHBIM BIMSIHAEM Ha KOTHUTUBHBIC U ap)eKTUB-
Hble (OYHKIIMY M HU3KMM PUCKOM Pa3BUTUSI HEUPOTI-
CHUXOJIOTMUYECKUX TTOOOYHBIX 3(P(EKTOB MO CPaBHEHUIO
¢ psimoMm npyrux ASII [25, 28, 30]. HemenuimHcKkas
3aMeHa 3TOro Ipernapara y malieHTOB ¢ KOTHUTHB-
HBIMM HapyIICHUSIMU MOXET 3HAYUTEIbHO ITOBBICUTh
PUCK JEKOMIIEHCALIMY KaK SMUJICTICUY, TaK M COITYT-
CTBYIOIIUX KOTHUTUBHBIX PACCTPOMICTB;

6) manueHThl ¢ (hapMaKOpPEe3WCTCHTHOM 3MUJICIICUEH.
Y nanueHToB ¢ hapMaKOpPe3UCTEHTHOM 3nuiencueit
JOCTUTHYTBIA YaCTUYHBIM KOHTPOJb IPUCTYIIOB
Ha ¢doHe ciaoxHoli KomouHaiuu ADIT yacTo sBisier-
Cs Pe3yJbTaTOM JITUTEIBHOTO U CJIOXKHOIO ITombopa
Tepanuu. 3aMeHa OJIHOTO U3 KOMIIOHEHTOB MOXKET
HapyILIUTh XPYIIKOE PaBHOBECHE M TIPUBECTU K YXYI-
LIEHUIO KOHTPOJIS Hajl IprcTynaMu. Mcxons U3 aToro,
HEeMeIUIIMHCKAsI 3aMeHa y TIalIMeHTOB ¢ (hapMaKope-
3UCTCHTHOM SITUJIETICUEH JOKHA pacCMaTpUBaThCS
KaK KJIMHUYECKU HeolpaBIaHHasl.
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MexxayHapOAHbIA U POCCUNCKUI ONbIT
peryanpoBaHuAa B3aMM03aMeHAEMOCTU
dHTUINUNENTUYECKUX npenaparos
MexnyHapoaHasi IPOTUBOSIMJICIITUYECKAS JIUTa
U BeyllMe peryisiTopHble opralbl (EBpomneiickoe areHT-
CTBO JIEKAPCTBEHHBIX CPEICTB, YIIPaBJICHUE IO CaHM-
TapHOMY HaA30py 3a Ka4eCTBOM ITUIIEBBIX MPOIYKTOB
u MenukameHTOoB CIIIA) moguepkrBamOT HEOOXOAUMOCTh
OCTOPOXHOTO MOAX0Ja K B3auMozaMeHseMocTu ADII
M BaXXHOCTb Y4aCTHSI JIeyalllero Bpaya B IIPUHSITUM pe-
meHus o 3ameHe [26, 32]. B psime eBpomneiickux cTpaH
orpaHMYeHa aBTOMaTUYecKas 3aMeHa HeKOTophix ADII
B alITeYHOI ceTH Oe3 corylacoBaHus ¢ BpayoM. Tak, Ha-
npuMep, peKoMeHaauuu HanmoHalbHOTO MHCTUTYTA
3I0POBbS M COBEPIICHCTBOBAHUS MEAUILIMHCKOMN ITOMO-
mu Benmukoopuranuum [26] BBogaT pasgenenue ADII
10 YPOBHIO JOTYCTUMOCTH CMEHBI TOPTOBOTO HAUMEHO-

1

E. Fahoum u coasr. (2022) npeacTaBuid peKoMeHaa-
LMY U3PAWJIbCKOM CeKIIMM MeXayHapoaHON MPOTUBO3-
nujaenTudeckoi auru mo 3ameHam ADII B pamkax MHH,
TpeOYyIOLIMM KOHTPOJISI KOHLIEHTpalluu B KpoBHU [21].

MexxnyHapoaHble PEKOMEHAAIUU 110 IPUMEHEHUIO
OPUTMHANBHBIX U JpkeHepuueckux ADI1, Bkiouas 3aMeHy
¢dopMbI Npenapara, IpeacTaBIeHbI B Ta0I. 1.

CornacHo peKoMeHIaIUsIM 3KCIIepTHOTO coBeTa Poc-
CUICKOM MPOTHBO3MMWICTITUYECKOM JINTH TTO IPUMEHEHUIO
OPUTHMHAJIBHBIX M BOCIIPOM3BEICHHBIX IpeIapaToB (JIKe-
HEepUKOB) Mis JeueHus anuiencum (2013), cienyeT nzde-
raTh 3aMEH OJHOTO JXKEHEepHKa Ha IPYTroil B CBSI3U C TEM,
YTO OHU MOTYT MMETb CYIIIECTBEHHbIe (PapMaKOKMHETH-
YeCKHUe OTIMYUS; y MallMeHTa B COCTOSIHUU PEMMCCUM
cienyeT u3beraTh 00O 3aMeHBI ITpernapaTa (OpUriHaIb-
HOTO Ha JKEHEPUK, [DKeHepUKa Ha JDKEHEPUK U KeHe-
pYKa Ha OpPUTMHAIbHBII), TAK KaK 3aMeHa MOXET ITOBJIeYb

BaHMUA.

3a c000lf BO30OHOBJIEHME NPUCTYIIOB, HEXEIATCIIbHBIC

Tadmua 1. Pexomendauyuu no npumeHeHuUI0 OpUSUHANbHBIX U OHCEHEPUUECKUX AHMUSNUAENMUMECKUX NPenapamos, 8KAI4as 3aMeHy (opmbl npenapama
(adanmuposano uz o6zopa M. Atif u coaem., 2016)
Table 1. Recommendations for the use of brand-name and generic antiepileptic drugs, including formulation switching (adapted from a review by M. Atifet al., 2016)

Country

CIIA
USA

Benukoopu-
TaHUS
United
Kingdom

Organization

AMepuKaHcKas akaaeMus
HEBPOJIOTUUA

American Academy

of Neurology

Donp snmencun
Epilepsy Foundation

YipaBiieHKe 10 CAaHUTap-
HOMY Ha/30py 3a KauyecT-
BOM IUILEBBIX TPOLYKTOB
Y MEAUKAMEHTOB

Food and Drug Administration

AMepUKaHCKOe 00I1IECTBO
SIMJIETITOJIOTOB
American Epilepsy Society

HaimoHanbHbI HUHCTUTYT
300POBbA U COBEPILICHCT-
BOBaHMS MEIULIMHCKOM
TIOMOIIU

National Institute for Health
and Care Excellence

Basic recommendations

HpI/IMCHeHI/IC JIKEHEPUYCCKUX ADII BO3MOXHO IO PEKOMCHIAIMM JICHAlllEero Bpaya
(Trepen 3aMeHO (hOpMBI TIperapaTa MaueHTy PEKOMEHIOBAHO ITPOKOHCYIBTUPO-
BaTbCA C JIieHalluM Bpa‘{OM)

The use of generic AED is permissible upon the recommendation of the treating physician
(patients are advised to consult their physician prior to any formulation switching)

3aMeHa Ha JDKeHepHUIeCcKe Ipenaparhl TpedyeT MHGOPMUPOBAHHOCTH Y COTJIACHST
Kak Bpaya, Tak U IMalyeHTa

Generic substitution requires the awareness and informed consent of both the physician and the
patient

MoOXHO 0XMUIATh, YTO TePANIeBTUUECKU SKBUBAJICHTHBIC TIperapaThl (OpUruHalb-
HbIE 1 IKEHEPUIECKUE) OYIyT MMETh KIMHUIECKH SKBUBAJICHTHBIN 3(PheKT
Therapeutically equivalent products (both brand-name and generic) are expected to yield
clinically equivalent effects

Bpau, umeroniuii 3HaHUS U TPaKTUYECKUI OTIBIT B chepe JIeUeHUs SMUICTICUU,

Ha OCHOBAaHUY COBPEMEHHBIX HAYYHBIX PEKOMEHAALNA U KIMHAYECKOTO OMbITa
MpUHUMAET pellieHure o Beibope ADIT 1 1036l penapara C 1eJblo 3HAYUMTEIbHOTO
COKpAIllEHWS YaCTOThI WJIX MPEKPAICHUS MTPUCTYIIOB U MTPEAYIPEXIACHNUS TTOSIBIIE-
HUS 3HAYMMBIX TOOOUHBIX 3(h(HEeKTOB.

3ameHa Mexy opmamu ADII 3anperieHa 6e3 MoaydyeHust 010OpEeHUs JIeUalero
Bpaya U corjacus nmanueHTa

Based on current clinical guidelines and practical expertise, a physician specialized in epilepsy
management determines the choice of AED and dosage to achieve a significant reduction in or
cessation of seizures, while preventing clinically significant adverse effects.

Switching between different AED formulations is prohibited without the approval of the treating
physician and the informed consent of the patient

Heobxonnmo cobitogaTh 0co0y0 OCTOPOXHOCTb MPY MPUMEHEHUHN JKEHEPUUECKUX
dopm ADII, nmeronrx CIoXHYI0 (papMaKOKMHETHKY, TaK Kak 3aMeHa (POpMBI pe-
rapara B 3TOM CJIy4ae MOXKET BBI3BaTh 3HAYMUTEIIbHOE U3MEHEHUE TEPAIIEBTUYECKOTO
addeKTa gaxke TPy MUHUMAJIbHOM M3MEHEHUH a0COpOIIT

Particular caution is required when using generic AEDs with complex pharmacokinetics,

as formulation switching in such cases may lead to significant alterations in therapeutic effect,
even with minimal changes in absorption


http://www.ncbi.nlm.nih.gov/pubmed/?term=Atif M%5BAuthor%5D&cauthor=true&cauthor_uid=27026878
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Basic recommendations

FepMaHCKa;[ CEeKIIUA

MexmyHapogHO# MPOTHUBO-
repMaHI/IH SMUJIETITUYECKON JTUTH
Germany German section of the

International League Against

Epilepsy

WranbsiHCKas ceKius

MexmyHapogHO# MPOTUBO-
WUranusa SMUJIENTAYECKOM JIUTHU
Italy Italian section of the
International League Against
Epilepsy

®DpaHiry3cKast IPOTUBO-

®panunsa

Frgnceu SMUJICNTUYECKas JIUra
French League Against Epilepsy
DNUIETITOIOTUYECKOE

IMonbima
o6mectBo IMonbim

Poland

Polish Society of Epileptology

IloTnanmckass MeXKoJIIe-

ruajibHas OpraHU3alus Mo
Ilotnanoust pa3paboTKe KIMHUYECKUX
Scotland pEeKOMEeH I

Scottish Intercollegiate

Guidelines Network

IIIBeackoe areHTCTBO

110 JIEKAPCTBEHHBIM
Smwggé:lm cpeacTBaM

Swedish Medicinal Products

Agency

OO6I11IeCTBO IETCKOI HEBPO-
Hunepnanasl norum Hunepaanmos
Netherlands Netherlands Society of Child
Neurology

Heobxonnmo n3derath 3aMeHbI (DOPMBI Mpernapara y MaliiMeHTOB ¢ XOPOIO KOHT-
POJIMPYEMBIMU IIPUCTYITAMU.

PaccmatpuBath 3aMeHy ADII Ha GoJiee AelIeBbIi [XKEeHEPUUECKHUI MpernapaT MOXKHO
TOJIBKO B CJTydae HeOCTaTOYHOM 3(hHEeKTMBHOCTH JICUSHUS, Y TAIIMEHTOB C TUIOXO
KOHTPOJIUPYEMBIMU MIPUCTYIIAMMU.

Jlyame HaunHath JedeHue ¢ ADII ¢ MeHee BBICOKOI CTOMMOCTEHIO.

ITpu 3ameHe popmbl ADIT HE0OXOTMMO KOHTPOIMPOBATh YPOBEHD IIperapara

B KPOBU, U MAIIUEHT TOJIKEH ObITh MH(MOOPMHUPOBAH O BO3MOXHBIX PUCKAX, CBSA3aH-
HBIX C 3aMEHOM MpenapaTa

Formulation switching should be avoided in patients with well-controlled seizures.

Substituting an AED with a lower-cost generic should only be considered in cases of insufficient
treatment efficacy or poorly controlled seizures.

It is preferable to initiate therapy with a more cost-effective AED.

When switching AED formulations, therapeutic drug monitoring is required, and the patient
must be informed of the potential risks associated with the substitution

IMepexon Ha wxeHepudeckuiit ADTT BO3MOXEH B TOM cilydae, KOTia IIpy puemMe
opurnHaiabHoro ASII He focTUraeTcs MOJHbBIM KOHTPOJIb Hall TPUCTYIIaMM (IOCTUT-
HYT JIMIIb YaCTUIHBIN 3(D(hEKT JIeueHUs ).

ITanueHT nokeH 6bITh MH(GOPMUPOBAH 00 OCOOEHHOCTSIX IPUHUMAEMOTO Mpernapara.
3amMeHa mperapaTa y MalieHTOB ¢ XOPOIIMM KOHTPOJIEM TIPUCTYTIOB HE peKOMEHI0BaHa
Switching to a generic AED may be considered when full seizure control is not achieved with the
reference drug (i.e., only a partial therapeutic effect is observed).

The patient must be informed regarding the specific characteristics of the prescribed medication.
Substituting the medication in patients with well-controlled seizures is not recommended

ADII oTHOCsITCS K KJ1acCy npenaparoB, aCCOIMUPOBAHHBIX C BOBMOKHbIMU Hp06ﬂe-
MaMH TIPU 3aMeHe JIEKaPCTBEHHBIX (hOPM.

PexoMeHnnoBaHo n3berath rnepexona ¢ opuruHaabHbiX ADIT Ha IKeHepuKu

AED belong to a class of medications associated with potential complications following
formulation switching.

It is recommended to avoid switching from brand-name AED to generic alternatives

B cBsi3u ¢ HUMCIOIIUMCA PUCKOM YXYAIICHUA Y IIallTUCHTOB C SMUJIETICUEl 3aMeHa
(dopMBI TIpenapaTa MpoTHUBOITOKa3aHa. MapMarieBThI He TOJDKHBI ITPOBOIUTD 3aMEHY
npemnapara, He UHGhOPMUPYS Jieyalliero Bpaya.

Jlewammii Bpad HeceT OTBETCTBEHHOCTD 3a IIPEIOCTaBICHUE MAUeHTY MHMOPMAIIIT
O BO3MOXKHBIX pUCKaX, CBA3aHHLIX C 3aMeHOI npenapara

Due to the potential risk of clinical deterioration in patients with epilepsy, formulation switching
is contraindicated.

Pharmacists should not perform drug substitution without informing the treating physician.

The attending physician is responsible for providing the patient with information regarding the
potential risks associated with medication switching

He cnemyer mpoBoauth 3ameHy hopMbl ADII, Tak KaKk MMEIOIIMECsS pa3INnIHbIC
dopmbl ADIT He SBASIOTCS B3aMMO3aMEHSIEMbIMU

Switching between AED formulations should be avoided, as different drug formulations are not
considered interchangeable

3ameHa ¢opmbl ADIT MOXeT BBI3BATh yXyAIIEHNE KOHTPOJISI Hal IPUCTYIaMu
AED formulation switching may compromise seizure control

,H)KeHepI/I‘{eCKI/Ie 3aMCHBI HE pPECKOMCHOYIOTCA
Generic substitution is not recommended

Ilpumenanue. ADIl — anmusnusenmuueckue npenapamot.

Note. AED — antiepileptic drugs.
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SBJICHUSI Y COLIMAJIBHBIE TTOCIICACTBUS JUTS MAlIMEHTAa; pa-
OOTHUKM aNTeYHON CETH He TOJDKHBI BEITOIHSAThH 3aMEHY
ADII 6e3 corylacoBaHUs C MALMEHTOM U €ro JieyalluM
BpayoM; Bpay JOJIKeH MHGOPMUPOBAThH MalleHTa O BO3-
MOXHBIX ITOCIEICTBUSIX 3aMeHBbI [11].

DKCITepTHBIE TOKYMEHTBI POCCHIICKOI POTUBOSITHIETI-
TAYECKOM JINTU OTIENIEHO aKIIEHTUPYIOT BHUMaHWE Ha Jia-
MOTPUIDKIHE KaK «30JI0TOM CTaHAapTe» Teparm (hoKaIbHOM
SIWIETICUM Y MY>KYMH W XKEHIIWH, peKOMEHIOBAaHHOM B Ka-
YeCTBE TIEPBOT0O BLIOOpA MPH JICUCHUH JIUII JKEHCKOTO TT0JIa
C MAMOINATUYECKOM TeHepaATN30BaHHOM SITUJIETICUEil, — OH
OLICHUBAECTCS SKCITEPTHBIM COOOIIECTBOM M MallMeHTaMU
Kak HauOoJiee 3¢(PeKTUBHBIN TTpemnapar [§].

Poccwuiickue nccienosanys npemnapara Ceitzap 1eMOH-
CTPUPYIOT YCTONYUBEIC JaHHBIE 1O ero 3 (GEKTUBHOCTH,
MepEHOCUMOCTH, KOTHUTUBHOMY TTPOMHITIO ¥ 6€30ITacHO-
CTY IPMMEHEHMST TIPY OEpEMEHHOCTH, UTO CITYKUT JTOITOJ-
HUTEJIBLHBIM apTYMEHTOM B ITOJIB3Y MUHUMU3ALIN YaCTOTHI
€ro HeMeIUIIMHCKOM 3aMeHbI [1—4, 6, 7,9, 16].

KOHCEHcyCH blé peKoOMeHAaLUun 3KcnepTHoro
coBeTa no 3awuTe nayneHToB OT pPUCKOB
HeMeAULUHCKOWU 3aMeHbl aHTU3NUNENTUYECKUX
npenaparoB

OKCHEePTHBIN COBET CUUTACT HEMEIULIMHCKYIO 3aMEHY
OINACHOM IS 3MOPOBbSI U XKU3HU MallUeHTa, B OCOOEHHOCTH
9TO KacaeTcsl MalMeHToB, JOCTUTIMX pemuccud. Ilommep-
>XaHUe CTaOUIbHOM aHTUAMWIEITUYECKOM Tepany paccMa-
TPUBACTCS SKCIIEPTHBIM COODIIIECTBOM KaK CaMOCTOSITE/IbHAS
KJIMHUYECKast IeHHOCTh. JItoboe n3menenune ADII y nmaim-
€HTa B COCTOSITHUM PEMUCCUM JOJKHO PACIIEHUBATHCS KaK Me-
JMUIIMHCKOE BMEIIATeIbCTBO, TpeOyollee KIMHUIECKOTO
000CHOBaHUS U 00s13aTeIbHOTO YYacTHs Jieyalllero Bpayva.
HemenuniHckas 3aMeHa mpernapara He MOXKeT CUUTaTbCs
HEWUTpaJIbHbIM IEHCTBUEM U AOJKHA ObITh MAKCUMATIBHO Or-
paHMYEeHa BO BCEX KaTETrOPUSIX MALMEHTOB C SMWICTICHEN.

B ycioBusx cyliecTBylolei CUCTEMBbI JIeKapCTBEHHO-
ro obecrie4eH1sI OCHOBHAs POJIb B 3allIMTE MAIlMeHTa OT He-
0J1IarONPUSITHBIX MTOCTAENCTBUI HEMETUIIMHCKON 3aMeHbI
npenapara NpUHAIEKUT JeyalieMy Bpady. DKCHepTHBIA
COBET PEKOMEHIyeT pacCMaTpuBaTh Bpadya-HeBpoJiora
WJIX 3TTWIETITO/IOra KaK eIMHCTBEHHOE JIULIO0, KOMIIETeHT-
HO€ TIPUHUMATh PellIeHUE O 11eJeCO00Pa3HOCTU 3aMEHbI
ADII y KOHKpETHOTO TaleHTa.

Pemrenne o 3ameHe ADII moKHO OCHOBBIBATBHCS
Ha TILATEeIbHOM OlIeHKE KIMHUYECKOI0 cTaTyca MmalueHTa,
BKJTIOYAs:

* IJIATEIBbHOCTD TEKYIIEH PeMUCCUU U UCTOPUIO TIpEeI-

ILIECTBYIOIIETO JICUCHUS;

* (bopMy SMUIETICUU U XapaKTep SIMWISITUYECKUX MPU-

CTYTIOB,;

* Hajuyue KOMOPOMIHOUN MaTOJOTMHU M COMYTCTBYIO-
1€} Teparuu;

1

* BO3pacT NallMeHTa U 0coOble (hU3UOJIOrMYECKUE CO-
cTosiHuS (OepeMEeHHOCTb, TTIOXMIION BO3pacT);

* KOTHUTUBHBII CTATYC U CIIOCOOHOCTD K COOIIOIEHUIO
peXuma Teparnuu;

* colMaJibHbIe (haKTOpPHI (TaKue Kak, HalpuMep, Ipo-

(beccuoHanbHas NEATETLHOCTD);

* MPEIIICCTBYIOIIUI OIBIT 3aMEHBI MPEIapaToB;
* TICUXOJIOTMYECKOE OTHOIIIEHME MallMeHTa K 3aMeHe.

DKCIIEPTHBIA COBET IMMOMYSPKUBACT, UYTO PEILICHUE O 3a-
MeHe ADIT He MoXeT OBbITh MMPUHSITO UCKIIOUUTENBHO Ha OC-
HOBaHMM aIMMHUCTPATUBHBIX WM 3KOHOMMUYECKHMX COO-
OpakeHUI 6e3 yyeTa KIIMHUIECKOTO CTaTyca MalreHTa.

BaxxHBIM MTHCTPYMEHTOM 3allMThI TTAllEHTA SIBJISIETCS
opManuzaius BpaueOHOM ITO3UIIUHA O HETOITYCTUMOCTH
HeMeIULUMHCKOM 3ameHbl ADIT.

YeTKOe yKazaHue Ha HEOOXOIUMOCTh COTIACOBAHUS
3aMEHBI C JieYallliM BpauoM MOBBIIIAET OTBETCTBEHHOCTh
BCEX YYaCTHUKOB IIpoIiecca JIEKApCTBEHHOTO 00eCIeUeHUS
U CHIKAET BEPOSTHOCTb HEKOHTPOJIMPYEMOI 3aMeHBI TIpe-
rapara.

DKcnepraMy OIYePKUBAETCSI HEOOXOIUMOCTh y4eTa
KaTerOpUil MallMeHTOB C TTOBBIIIEHHBIM PUCKOM HebJ1aro-
MPUSITHBIX ITOCICACTBUI HEMEAUIIMHCKOM 3aMeHbI ADIT.

Oco0ble rpynIibl NalMeHTOB (TTallMEeHThl B COCTOSIHUU
peMuccHu, AeTH, OepeMEHHbBIC XKEHIIUHBI, JIMIIa CTapIIe
65 JeT, marMeHThbl ¢ KOMOPOUIHBIMU COCTOSTHUSIMU ) UME-
10T OoJiee BBICOKUI PMCK HEyIaud Tepaluy IpU 3aMeHe
rpenapaTa ¥ TpeOyloT Hanboiee OCTOPOXKHOIO U TIATEITb-
HO B3BEIICHHOTO MOX0/a K 3aMeHe, P BO3MOKHOCTH —
C ompenejieHMEeM KOHIICHTpALlMU Iperapara B KPOBU.
151 MaliMeHToB JaHHBIX TPYIIT HEMEAUIIMHCKAs 3aMeHa
ADII pomxHa paccMaTpuBaThCsl KaK KIMHUYECKU HEO-
MpaBIaHHas U HEAOMYCTUMAS.

B cityyae 00beKTUBHOM HEOOXOAUMOCTU 3aMeHbl ADI
(HarmpuMep, MpHM OTCYTCTBUU IIperapaTa B CHAOXXEHUN)
pellicHuEe MOJLKHO HPUHUMATBHCS JiedallluM BpauyoM
1 0(hOPMIISITBCSI 3aIMChI0 B MEAMITMHCKOM TOKyMEHTALIK
¢ 00s13aTeNIbHBIM Pa3bsICHEHUEM MalMeHTy (WIM ero 3a-
KOHHOMY ITPEICTaBUTEIIO0) MOTEHIUATBHBIX PUCKOB U 10~
JIydeHreM MHGOPMUPOBAHHOIO COTJIACHsI Ha 3aMEHY.

WHdopMupoBaHue n 06yyeHne NaLMeHToB
HeoTheMyIEMBIMU 3JIeMEHTaMM 3alIUTHI MaleHTa
OT PUCKOB HEMeIULIMHCKOM 3aMeHbI ADIT sBsIIOTCS UH-
dopmupoBaHUe 1 00ydeHMEe. DKCITEPTHBINA COBET paccMa-
TpUBaeT oOyYeHMe MMarneHTa (VI ero 3aKOHHOTO TMpe/-
CcTaBUTeNsI) KaK OAMH U3 Haubojee 3PPeKTUBHBIX
CITOCO0O0B MPOGUIAKTAKN CPhIBA PEMUCCUM U TTOBBIIICHMST
MPUBEPKEHHOCTH TEPATTUH.
KomoueBble 371eMeHTH THGOPMHUPOBAHUS TTALIMEHTA:
1. IMauueHT nojikeH MOHMMaTh, YTO Ipenapar, odecre-
YUBAIOIINI KOHTPOJb Hal MPUCTYIIaMHM, HE CJIeIyeT
MEHSTh 03 BECKMX METUIIMHCKIX OCHOBaHMIA.
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2. IaumeHT DoKeH 3HaTh, UTO (hOpMaJIbHO OMO2KBUBA-
JneHTHbie ADIT MOryT paznuyaThesl M0 KTMHUYECKOMY
3 PEKTY y KOHKPETHOTO YeJIOBEKa.

3. [TauueHT noJoKeH oOpalaTh BHUMaHUe Ha U3MEHEHME
BHEIIHETO BUIa TabJeToK, YIIaKOBKM, TOPIrOBOTO Ha-
MMEHOBaHUS Ipernapara.

4. TTauueHT JO0JKeH ObITh MPOMHCTPYKTUPOBAH O He-
00XOIMMOCTH HEMEUIEHHOTO 0OpallleHus K Jieyalie-
My Bpauy Ipu JIF00Oi 3aMeHe mpenapara.

5. IlalmeHT AOKEH MOHUMATh KPUTUYECKOE 3HAUEHUE
peryaspHoro npuema ADI1 B Ha3HaYeHHOI J03€.

6. [TaueHT KODKEeH ObITh OOYy4YeH BEICHUIO THEBHMKA
MPUCTYIIOB U OTMEYaTh JII0Oble U3MEHEHUST B CaMO-
YYBCTBUM IOCJIE 3aMEHBI IIperapara.

7.Y manuyeHTa JoJkKHa ObITH c(hOpMUpPOBaHA HACTOPO-
JKEHHOCTb B OTHOILIIEHUH PEKOMEH K TpUoodpeTe-
HUSI aHajIora 1o MpUBJIEKaTeIbHON 1IEHE WX «BbITOI-
HBIX MPEUTOKEHU I /aK I ».

8. ITalueHT J0/KeH UMETh BO3MOXHOCTh MCTIOIb30BaTh
WHCTPYMEHT ITOKYIKU Yepe3 UHTePHET HEOOXOAMMO-
IO Tperapara B cjiydyae ero OTCyTCTBUS B alTeke.
OKCIEePTHBII COBET peKOMEHAYET MPEeIOCTaBISATh Ma-

LIMeHTaM MUCbMEHHbIe MHMOPMAIIMOHHBIE MaTepralbl
0 pUCKax HeMeIUIIMHCKOM 3aMeHbl ADI1 u aropur™e aeii-
CTBUIi B cllyyae 3aMeHbI npenapaTa. Ocoboe BHUMaHUE
cienayeT yaenasTb MHOOPMUPOBAHMIO ponuTeNeit neteit
C BIWIENICUel, POICTBEHHUKOB MAallMEHTOB C KOTHUTWB-
HBIMU HapyILIEHUSIMU, a TAaKKe OEPEeMEHHBIX XKEHIIMH.

CTaHAApPTU3UPOBAHHbIN ANrOPUTM AEUCTBUMN
Bpaya Npu COCTOABLUENCA HeMeAULMHCKON
3dMeHe aHTU3INUNEeNnTU4YeCKoro npenapara

B toM citydae, Korna HeMeaIuIMHCKast (aIMMHUCTpa-

TUBHAs WM SKOHOMMYECKM MOTHBUPOBAHHAsI) 3aMeHa
ADII yxe mpou3olilia, 3KCIEePTHHIN COBET PEKOMEHAYET
WCIIOJIb30BaTh CICAYIONINI CTAHAAPTU3UPOBAHHDIA AJIro-
PUTM BeJleHHsI MALIMEHTA:

® 3tan 1 — Bepudukanusa pakra 3aMeHsl 1 coop dapma-

KOJIOTHYECKOr0 aHAMHe3a:

— YTOYHMUTS Y MallMeHTa (MJIM €T0 3aKOHHOTO IPeICcTa-
BUTEJISI) TOProBO€ HaMMEHOBAaHUE, TO3MPOBKY
M TIPOU3BOAMTEIISI HOBOT'O Mperapara;

— COITOCTaBUTb MOJIyYeHHBIE TaHHBIE C paHee Ha3Ha-
YeHHBIM IIperapaToM (TOproBoe HaMMEHOBaHUE,
JO3UPOBKA, MPOU3BOIUTENb), 3a(bUKCUPOBAHHBIM
B MEAMIIMHCKOM TOKYMEHTAIIUM;

— OIpPEeNEIUTh TaBHOCTh 3aMEHBI (KOJIMYECTBO THEM
WIM HeJeNlb NpreMa HOBOIO Iipemnapara) U (akr
HaJIMYUsl WM OTCYTCTBUS IepephIBa B IIpUEME Te-
pary Ha MOMEHT Tepexo/a;

® 3Tan 2 — KOMILUIEKCHAS KJIMHUYECKAs M J1a00paTopHas

OLIEHKA COCTOSHHS MAIMEHTA:

— olieHKa 3()(heKTUBHOCTH: OIpeieICHuE UHTCHCUB-
HOCTH M XapaKTepa IPUCTYIIOB B IIEPUOI TIOCIIE 3a-

1

MEHBI 110 CPAaBHEHUIO C MCXOMHBIM YPOBHEM (yya-
IeHUe, YpeXeHUEe, ITOSBICHUE HOBBIX THUIIOB
MPUCTYIIOB, KJIaCTEPU3aLIMsI, Pa3BUTHE CTaTyCca);

— OIICHKA TIEPEeHOCHMOCTH: AKTHBHOE BBISIBJICHUE
HOBBIX HEXeJIaTeIbHbIX SIBJICHUM WM U3MEHECHUS
BBIPAXKEHHOCTH paHee CYIIeCTBOBABIINX (BKITIOYAsT
KOTHUTHUBHBIE, TTOBEICHUECKIE, COMAaTUIECKUE Ha-
pylIeHUsI);

— TICUXOJIOTMYECKasl OLIEHKA: OLIEHKA CyObeKTMBHOIO
OTHOIIICHUS TallMeHTa K IPOM3OIICAIIe 3aMeHe
(YpOBEHBb TPEBOTH, YBEPEHHOCTh B HOBOM ITpenapa-
T€, COMHEHMS B 3¢ (HEKTUBHOCTH, TOTOBHOCTh CO-
0J110aTh PEXXUM);

— J1abopaTOPHBIN KOHTPOJIb (ITPY HAJTUYMK TEXHUYE-
CKOI1 BO3MOKHOCTH): TIPOBEICHUE TePAIleBTUUECKO-
ro aekapctBeHHoro MoHutopunra (TJIM) (onpene-
JIEHUSI KOHIICHTpAllMM ACHCTBYIOIIETO BelleCTBa
(ADII) B mna3me KpoBU). DTO MO3BOJIUT OOBEKTUB-
HO OLIEHUTb OMO3KBUBAJIEHTHOCTb W BBISIBUTH I10-
TEHLMAJIBHO CYOTepaneBTUIECKIE WM TOKCUIECKUE
YDPOBHHU;

® ytan 3 — NPUHATHE Bpaqeﬁﬂoro pelieHusl 0 TAKTHKE

BeJICHHS:

— CTaHAapTHasl TaKTMKa: PEKOMEHIOBaTb BO3BpaT
K paHee 3(h(EKTUBHOMY HCXOIHOMY IIpenapary
(oOpaTHasg 3aMeHa) ¢ 00sI13aTeIbHBIM MOCEAYIOLINM
KOHTPOJIEM;

— TaKTUKa MPHY HEBO3MOXHOCTH BO3BpaTa: €CJIi BO3-
BpaT K UCXOAHOMY ITperapaTy HEBO3MOXEH (OTCYT-
CTBHE B CHaOXXEHMU, OT3BIB C PHIHKA), PACCMOTPETh
BO3MOXKHOCTb KOPPEKIIMU J03bI HOBOT'O IIperapara,
Mpeano4YTUTebHO oA KoHTposiem TJIM;

— KOHTPOJIbHBIE BU3UTHI: HE3aBUCHMO OT IIPUHSITOTO
pelieHus], Ha3HAYUTh MAlEHTY ITOBTOPHBII BU3UT
B KPaTKOCPOYHOI MepCreKTuBe (B TeueHue 1—2 Hen)
JIJIST OLICHKY JTUHAMMKU;

— BCE NPMHSATHIC pelieHrs (0 BO3BpaTe, KOPPEKIIMHU
J103b1) ¥ UX 00OCHOBaHME JOJKHbBI OBITH TTOAPOOHO
3a()MKCUPOBaHbl B MEITUIIMHCKON MTOKYMEHTAIIUU
¢ yKazaHueM ¢akTa MHGOPMUPOBAHUS MalleHTa
0 pHCKax;

® 5Tan 4 — yCHJIEHHBIi MOHHTOPHHT B DPAHHHIA TEPHOJ

nocJjie 3aMeHbI:

— IPOBEACHWE BHEOYEPEIHOro IpHeMa JIeYalluM
BpavyoM B cpoK 7—10 gHei ¢ Leablo OLIEHKU COCTO-
STHYSI TIALIAEHTA Y PETUCTPAIlK BO3MOXKHBIX JKaJi00;

— IPOBEICHUE TEePaIeBTMUECKOIo JIEKapCTBEHHOTO
MOHMTOPHMHTIA IPU TEXHUYECKOM JOCTYITHOCTU Me-
TOJA;

— pEeKOMEHAAIMsI MAllUeHTy BECTU JHEBHUK MPUCTY-
OB ¢ (hMKCcaLMel TI00BIX M3MEHEHUI CaMOYyBCT-
BMSI, a TaKXXKe MH(GOPMUPOBAHUE O HEOOXOAMMOCTH
He3aMeTUTEIbHOTO 00pallleHHUs 32 MEIUIIMHCKOM
TIOMOILBIO B ClIy4yae YXYALIEHUSA COCTOSTHUA.
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CHILD
NEUROLOGY

Hcnonb3oBaHue CTaHJAPTU3NPOBAHHOI'O aJiIrOpUTMa
TO3BOJIAET MUHUMU3NPOBATh HEraTUBHBIC ITOCICACTBUA
COCTOSIBIIEICSI HEMEIUIIMHCKON 3aMeHbl M 00eCeYUTh
CBOCBPEMEHHOC BBISIBJICHUE HpO6I[CM.

Ponb TepaneBTUYECKOro JIeKapCTBeHHOro

MOHUTOPUHIra Npu HeMEAMI.I,VIHCKOi"I 3aMeHe

AHTUINUIEeNTUYECKOro npenapara

DKCIIEPTHHII COBET PEKOMEHIYEeT paccMaTpUBaTh
TJIM kak BbICOKOUH(pOPMATUBHBIN MHCTPYMEHT O0BEK-
TUBHOM OILIEHKM mociencTsuit 3aMmeHbl ADII u o6ocHo-
BaHHOI KOppeK1Iny Tepanuu. OnpenesicHue paBHOBECHBIX
KoHueHTpaLluii ADI B ra3mMe KpoBU MO3BOJISIET BLISIBUTh
KJIMHUYECKM 3HAYMMBble U3MEHEeHUs (hapMaKOKMHETHKH
TIPU TIEPEXO/IE C OAHOIO TOPTOBOr0 HAMMEHOBAHMS Ha JPY-
roe, KOTOphle MOTYT He KOPPeIUpOoBaTh ¢ (hOpMaIbHBIMKU
MoKa3aTeJIsIMU OMO09KBUBAJICHTHOCTH.

1

TTokazanus ns nposeaeHus: TJIM B KoHTeKCTe 3aMe-
Hbl ADIT:

* mobasg 3aMeHa ADII y maiyeHTOB TpymnI BEICOKOTO

M YMEPEHHOI'O PHCKa;

* MOSIBJICHUE KIMHUYECKUX ITPU3HAKOB CHIDKEHMS 3¢~

(beKTUBHOCTH MJIM TOKCUIHOCTH ITOCJIC 3aMEHBI;

* MHOXECTBEHHBIC 3aMEHBI IIperiapaTa B aHaMHe3e;
* MOJO03peHNEe Ha HU3KYIO NPUBEPKEHHOCTh TepaIrvu

MOCJIe 3aMEHBI;

* noqutepanust ADII ¢ puckoM MexXIeKapCTBEHHOTO

B3aMOICICTBUS.

PexoMeHI0BaHHBIE CPOKU OIPeIeICHUST KOHIICHTPA -
uuu ADII mocnie 3ameHbl (DOPMBI UJIM TOPTOBOM BEpCUU
rperapara IpeacTaBieHbl B Ta0. 2.

CpaBHeHME KOHIIEHTpallMii Iperapara I0o3BOJIsIeT
BBISIBUTh KIIMHUYECKM 3HAYMMbIe U3MEHEHUsI (papMako-
KUHETUKU Y CBOEBPEMEHHO IPOBECTU KOPPEKIIUIO TO3BI.

Taommua 2. Pexomendoganble Cpoku onpedeneHus KOHUeHMpayuu aHmusnuAenmu4ecKoeo npenapama nocie 3ameHsl hoopmvl Uau Mopeoeoil 8epculU npenapama

(adanmuposano u3z pabomo. F. Fahoum u coaém., 2022)

Table 2. Recommended timing for therapeutic drug monitoring of antiepileptic drugs following changes in formulation or brand (adapted from F. Fahoum et al., 2022)

Antiepileptic drug

Timing for therapeutic drug monitoring of antiepileptic drug
following medication switching, days

DTOCYKCUMMUI, TAOATIEHTUH, TAMOTPUIKWH (B MOHOTEPATTNY

WJIM B COYETAaHUH C MHIYKTOpaMH (hePMEHTOB), TAKOCAMUII, JIEBETHPA-

1eraM, GbeHUTOUH, MperadaiuH, pyuHaMui, TomMpaMat, BUrabaTpuH

Ethosuximide, gabapentin, lamotrigine (as monotherapy or in combination with
enzyme inducers), lacosamide, levetiracetam, phenytoin, pregabalin, rufinamide,

topiramate, vigabatrin

Kap6amazenun!
Carbamazepine!

3—5, nanee yepe3 4—6 He IocIe 3aMEHBI
3-—5, then 4—6 weeks after switching

Kio6azam! 2, KiioHazemam?, TaMOTPUIKKH (B COYETAHUM C BATBIIPO-
aToOM WJIU APYTMMU CUJIbHBIMU MHTUOMTOpAMU YPUIUH-S’ -audocdo-

[JIIOKYpOHMATpaHcdepasbl), OKCKapOasenuH', mepammane?

Clobazam! 2, clonazepam?, lamotrigine (in combination with valproate or other

10—-14

strong uridine-5’-diphospho-glucuronyltransferase inhibitors), oxcarbazepine!,

perampanel?

®DeHobGap6buTAN’, MPUMUIOH
Phenobarbital®, primidone!

10—14 (B3pocibie); 7—10 (metn)
10—14 (adults); 7—10 (children)

1JTns 0anmbix npenapamoe npednoumumenvHo onpedenenue makice KOHUeHmMpayuyu aKmusHbix Memaboaumos.
2Pexomendayus ocCHOBaHA HA Guogapmayesemuueckoll Kaaccuguxayuonnoii cucmeme (11 kaacc dannoii cucmemol — HU3KAA pacMEopU-

MOCHb, BbICOKAS NPOHUUACMOCTD).

3[Ipunumas 60 enumanue mom gaxm, umo gerobapbuman umeem biCOKYI0 pacmeopuMoCp U 8bICOKYI0 NPOHULACMOCTb, A MAKICe
001bUL0T NEPUOD NONYBbIBEOCHUS, BHAUUMDBIX USMEHEHULL e20 KOHUESHMPAUUU 8 Npouecce 0JlceHepuuecKoil 3aMeHbl He 0Jcudaemcs.
Oonako MOHUMOPpUHS KOHUeHmpauyuu mpe6yemc;l 8 C8A3U C Y3KUM mepaneemu4ecKum OKHOM danHo20 npenapama.

! For these drugs, monitoring the concentration of active metabolites is also preferred.

2The recommendation is based on the Biopharmaceutics Classification System (Biopharmaceutics Classification System Class II: low solubility, high permeability).
SGiven that phenobarbital exhibits high solubility and high permeability, along with a long half-life, significant alterations in its concentration are not
expected during generic substitution. However, therapeutic drug monitoring is required due to the drug’s narrow therapeutic window.
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B cityyae 00beKTUBHOM HEOOXOAUMOCTU 3aMeHbl ADI
(HarmpuMep, MpHM OTCYTCTBUU IIperapaTa B CHaOXEHUN)
pellieHuEe MOJKHO HPUHUMATBHCS JIeYallluM BpauyoM
1 0hOPMIISITBCS 3aIMChI0 B MEAMITMHCKOM TOKyMEHTALIUH
¢ 00s13aTeIbHBIM Pa3bsiCHEHUEM TIAllEHTY.

06cyxxaeHune

IIpencraBieHHbIE KOHCEHCYCHBIE PEKOMEHIALIUY 10~
MOJIHSIOT CYLIECTBYIOIIME KIMHUYECKHUE TTIOAXOIbI U Ha-
MpaBJieHbl Ha MPaKTUYECKYI0 MUHUMU3ALMIO PUCKOB,
CBSI3aHHBIX C HEMEIUILIMHCKOM 3amMeHoit ADIT B ycioBusIX
PEATLHOMN KIIMHUYECKOM ITPAKTUKU.

Peanuzaiys naHHBIX MTOJOXKEHW BOBMOXKHA B paMKax
JIEUCTBYIOIIEH CUCTEMBbI 3IPaBOOXPAaHEHUS U HE TpeOyeT
U3MEHEeHMsT HOPMaTUBHO-IIPaBOBOU 0a3bl, ONMUpPasICh
Ha KJIMHUYECKYI0 aBTOHOMMUIO Bpaya U IpodeccroHalb-
HYIO OTBETCTBEHHOCTh BCEX YUaCTHUKOB IIpolecca JieKap-
CTBEHHOT0 00eCITeYeHMUSI.

OKCHEPTHBIN COBET IMTOAYEPKMUBAET, UTO MPOOdJIeMa He-
MeauIMHcKo# 3aMeHbl ADIT He MOXXeT ObITh peleHa uc-
KJIIOYUTEIbHO aAMUHUCTPAaTUBHBIMU MeTonamMu. Kiroue-
BYIO POJIb UTPAET MOBBIIIEHUE OCBEIOMJIEHHOCTH BCEX
YYaCTHUKOB Ipoliecca (Bpaueil, hhapMalieBTUUeCcKuX pa-
OOTHUKOB, OPraHU3aTOPOB 3IPABOOXPAHEHUS U, TIPEXIe
BCEro, caMux IMaleHTOB) O KJIMHUYECKOW 3HAYMMOCTHU
CTaOMJIBHOCTU aHTURMNUJIEIITUYECKOI Tepariu.

BaxxHbIM HampaBieHUEM AajibHEeIIe padOThI SIBJISI-
eTcsl CO3[JaHKMe CUCTeMbl MOHUTOPMHTA MOCJIEACTBUM 3a-
MeHbl ADIT B peanbHOIl KiIMHUYecKo# npakTuke. Coop
M aHau3 ITaHHBIX O CIyYyasX HEMEIUIIMHCKON 3aMEeHBl,
UX MOCAEACTBUSX JUIs1 KOHTPOJIST HA MIPUCTYIIaMU U TIpU-
BEP>KEHHOCTH TepaIivu Mo3BOJISAT (OPMUPOBATh JOKa3a-
TeJIbHYIO0 6a3y [ COBEPILISHCTBOBAHUS CUCTEMBI JIeKap-
CTBEHHOTO 00eCIIeYeHMsI MTallMeHTOB C SMUICTICUEH.

Poccuiickue vccienoBaHusl MOATBEPKAAIOT HEOOXO-
JTUMOCTb CUCTEMHOTO TOAX0/1a K MpodyieMe B3auMo3aMe-
HsaeMocTu ADIl U mogyepkuBalOT PoJib KJIMHUIIMCTA
B MPUHSITUU TepaneBTUUECKUX pellleHnid. JlaHHbIe K-
HUYECKOU MpaKTUKU B pa3InyHbIX pernoHax Poccun ne-
MOHCTPUPYIOT aKTYaJIbHOCTh ITPO0JIeMbl M HEOOXOIUMOCTh

1

BHEAPECHUS €IMHBIX CTAaHIAPTU3MPOBAHHBIX ITOIXOM0B
K 3alll[Te MAlEHTOB OT PUCKOB HEMETUIIMHCKOM 3aMEHBI
rpernapara.

DKCHEePTHBIM COBET MOJIaraeT, YTO peaanu3aius pe-
CTaBJICHHBIX PEKOMEHAAIMI OyIeT CONeliCTBOBATh ITOBbI-
IICHUIO KauyeCcTBa U 6€30IaCHOCTH MEIUIIMHCKOM TTOMOIIM
MalyeHTaM ¢ 3IWIEIICHEil, COKpaIleHUIO YKcia Heo0o-
cHoBaHHBIX 3aMeH ADII u ynydllleHUIO OTHaeHHbBIX pe-
3YJIBTaTOB JICYCHUSI.

3aKknioyeHue

DKCIEPTHBIN COBET HEBPOJIOTOB-3IMIEIITONOrOB LleH-
TpaJIbHOTO (henepaIbHOTO OKPYra CYMTAET, YTO 3allUTa
MaIMEHTOB C SIUJIEIICUE OT PUCKOB HEMEIUIIMHCKOMN
3aMeHbl ADII gBisieTcss MpUOPUTETHOM 3agadeii U TpeOy-
€T KOMILIEKCHOro rmoaxoaa. Ocoboe MecTo B TaHHOM IIPO-
oneme 3aHuMaet Ceiizap, 11 KOTOPOTo HAKOIUICH 3HAYM -
TeJIbHBIA 00beM JAHHBIX O BBICOKON 3((EKTUBHOCTH,
MEePEHOCUMOCTH ¥ 0€301IaCHOCTH TPUMEHEHMS B pa3Iny-
HBIX TpyMITax manueHToB [1—4, 6, 7,9, 16], 4T0 MO3BOJISI-
€T OLICHMBATh €T0 KaK 3TaJOHHBI MpernapaTt BHyTpu MHH
JIAMOTPMIIKMH.

CTabMIBLHOCTD TepallMy J0JKHA paccMaTpUBaThCS
KaK CaMOCTOSITeJIbHAS TepareBTUYecKas LICHHOCTh Y OJIUH
M3 BaXXHEUIMX (PaKTOPOB MOJTOCPOYHOTO KOHTPOJIS
Han snuiencuei. HemenuimHckas 3ameHa Celizapa y ma-
LIMEHTOB, HAXOIAIIUXCS B COCTOSTHMM PEMUCCUH VJTU TTPU -
HaJUIeXalIuX K MHBIM KaTerOpUsIM ITOBBIIIICHHOIO PUCKA
HeOJIaronpusITHLIX MOCaeACTBUM 3aMeHbl ADII, sBisieTcst
KJIMHWYECKY HEONPABIaHHOM U IOJDKHA ObITh MAKCUMAITb-
HO OrpaHUYeHa.

KomriekcHoe BHeApeHHE U3JI0XKEHHBIX KOHCEHCYC-
HBIX PEKOMEHAAIWMI, BKIIoUaroiee hopMainsaiuio Bpa-
YeOHOM MO3UIIMY B MEIULIMHCKOM JOKYMEHTALIMU, 00yJe-
HME TAllMEeHTOB, 00ecIeueHre MeXIPodeCcCUOHAIBHOTO
B3auMojeicTBus u npumeHeHue TJIM, HampaBlieHO
Ha yJIydIllleHHe KOHTPOJISI Hajl SIWICTICUEH, TOCTKCHUS
Y COXpaHEHMS PEMUCCHU TTPEXIE BCETO 3a CYET MOBBIIIIE-
HMsI 6€30ITaCHOCTH, CBSI3AHHOM C 0TKa30M OT HEMEIMIIH -
ckux 3ameH ADIT win ux MUHUMU3aLMEi.

95

KOH®EPEHLUU, CUMNO3UYMbI, COBELLAHUA



KOH®EPEHLUWUU, CUMNO3UYMbI, COBELWLAHUA

96

pssi' IIETCKOM
HEBPOAOT UM

1.

(=)}

Banansax O.J1., boromaszoBa M.A., Xypasiesa .. u ap. OnbIT
MIPUMEHEHUsI TeHEPUYECKOTO JTAMOTPUIDKMHA TIPU Pa3TUYHBIX
(opMmax anmterncuu (pe3ynsraTbl OKYCHOTO HaOIIOAEHUS B yupe-
XKAGHUSX aMOYJIaTOPHOM CETU TOPOJCKOTO 31PaBOOXPAHEHUS I
MOoOCKBbI). DIUJIETNICUS U TAPOKCU3MAIbHbIE COCTOSIHUS
2012;4(4):40-8.

Badalyan O.L., Bogomazova M.A., Zhuravleva L.1. et al. Experience
with the use of generic lamotrigine in various forms of epilepsy
(results of a focused observation in outpatient health care facilities
of Moscow). Epilepsiya i paroksizmalnye sostoyaniya = Epilepsy
and Paroxysmal Conditions 2012;4(4):40—8. (In Russ.).

. bapxatoB M.B., baxrun U.C., BesnsieB O.B., AMun M.A. OueHka

3 PEKTUBHOCTU U TIEPEHOCUMOCTH TaMoTpukuHa (Ceiizap®)

B JIEYEHUU UIMOIIATUYECKOM reHepaaIn30BaHHOM AMUIENICUNA

y KEHILKH: MHOTOLIEHTPOBOE UCCIIeJOBaHUE. DIIIETICHSI

U napokcusMalibHble cocTostHust 2021;13(4):325-37.

Barkhatov M.V., Bakhtin I.S., Belyaev O.V., Yamin M.A.
Evaluation of the efficacy and tolerability of lamotrigine (Seizar®)
in the treatment of idiopathic generalized epilepsy in women:

a multicenter study. Epilepsiya i paroksizmalnye sostoyaniya =
Epilepsy and Paroxysmal Conditions 2021;13(4):325—37. (In Russ.).

. Bopo6beBa O.B. JIeueHue MOCTUHCYIBTHOM SMWIECTICUU: OIBIT

npumeHeHust Ceiizapa, oueHka 3¢ HeKTUBHOCTU U 6€30M1aCHOCTH.
BectHuk anunentonoruu 2024;(1):25—34.

Vorobyova O.V. Treatment of post-stroke epilepsy: experience

with Seizar, evaluation of efficacy and safety. Vestnik epileptologii =
Bulletin of Epileptology 2024;(1):25—34. (In Russ.).

. Kapsos B.A. Briunencus 1 XXeHIMHA — XeHIIMHA HaiiaeHa!

(1o MatepuagaM KOH(MEepEeHLIMU ¢ MEXIYHAPOIAHBIM YUacTUEM
«DIujencus 1 XeHIuHa», 5—6 oktsi0opst 2021 r., bexrpan).
Dnusencus U napokcuaMaibHbie coctosiHus 2022;14(3):227—41.
Karlov V.A. Epilepsy and the woman — the woman has been found!
(based on the materials of the conference with international
participation “Epilepsy and the woman”, October 5—6, 2021,
Belgrade). Epilepsiya i paroksizmalnye sostoyaniya = Epilepsy
and Paroxysmal Conditions 2022;14(3):227—41. (In Russ.).

. KitnHuueckue pekoMeHaauuy «SMUIencus U SNWIenTUIeCKUi

CTaTyc y B3pOCIbIX U AeTeit». 2022. JlocTyIHO 1o:
https://cr.minzdrav.gov.ru/schema/741.

Clinical guidelines “Epilepsy and status epilepticus in adults
and children”. 2022. Available at: https://cr.minzdrav.gov.ru/
schema/741. (In Russ.).

. JlapuHa M.B. AKkTyasibHbIe BOIIPOCHI BeAEHUSI OEPEMEHHOCTH Y Mally-

€HTOK ¢ aruiericueil. Bectauk snmienronoruu 2021;2021:36—47.
Larina I.V. Current issues of pregnancy management in patients
with epilepsy. Vestnik epileptologii = Bulletin of Epileptology
2021;2021:36—47. (In Russ.).

. Myxun K.1O., IIbutaesa O.A., bo6sutoBa M.1O., ®peiinkosa H.B.

JlamotpumxuH (Ceii3ap) B JIeYeHUU SMUICTICUU: PE3YJIBTaThl
4-neTHero npuMeHeHus npernapara B O0beAMHEHUU MEAMIIMHCKUX
YUPEXIEHUI M0 IUarHOCTUKE, JISUSHUIO U peabuinntauuu 3abose-
BaHUI HEPBHOU cUCTeMBI U anuiencuu uM. Cearutesst JIyku.
Pycckuii xxypHan nerckoii HeBpoJjoruu 2022;17(3):8—35.

DOI: 10.17650/2073-8803-2022-17-3-8-36

Mukhin K.Yu., Pylaeva O.A., Bobylova M.Yu., Freidkova N.V.
Lamotrigine (Seizar) in the treatment of epilepsy: results of 4-year
use of the drug in the Svt. Luka’s Association of Medical Institutions
for the Diagnosis, Treatment, and Rehabilitation of Diseases

of the Nervous System and Epilepsy. Russkiy zhurnal detskoy
nevrologii = Russian Journal of Child Neurology 2022;17(3):8—35.
(In Russ.). DOI: 10.17650/2073-8803-2022-17-3-8-36

. 06 acpdexTBHOCTH, 6E30MACHOCTHU U OLIEHKE Pe3yJILTaTOB JIeKap-

CTBEHHOW Tepanuu GOJbHBIX SIMMJICTIICHEN. DIUIEIICHS U MapOK-
cusMaibHble coctostHust 2021;13(3):306—10.
DOI: 10.17749/2077-8333 /epi.par.con.2021.093

10.

11.

12.

13.

14.

15.

16.

Effectiveness, safety and assessing the results of drug therapy

in patients with epilepsy. Epilepsiya i paroksizmalnye sostoyaniya =
Epilepsy and Paroxysmal Conditions 2021;13(3):306—10.

(In Russ.). DOI: 10.17749/2077-8333/epi.par.con.2021.093

. [IuBoBapoBa A.M., Topuxanosa 3.K. OueHka achdeKTuBHOCTH

U NepeHOoCUMOCTH JaMoTpuakuHa (Ceiizapa) B MOHO- U MOJIUTE-
panuu npu reHepaIu30BaHHbIX U (HOKATbHBIX Auiencusix. OmbIT
npuMeHeHust JamotpumxuHa (Ceitzapa) B HUKHW neauatpuu
uM. 10.E. Benstuiuena 3a nepuos 2019—2021 rr. BectHuk anuen-
tosioruu 2021;2021:19-29.

Pivovarova A.M., Gorchkhanova Z.K. Evaluation of the efficacy
and tolerability of lamotrigine (Seizara) in mono- and polytherapy
for generalized and focal epilepsies. Experience with lamotrigine
(Seizara) use at the Veltischev Research Institute of Pediatrics

in 2019—-2021. Vestnik epileptologii = Bulletin of Epileptology
2021;2021:19—-29. (In Russ.).

Pesosonus 3acenanust akcrepToB Poccuiickoii MpoTHBO3MMUIET -
TUYECKOW JIMTH TI0 BOIPOCAM TePaIMU XESHIIWH C SMICTICUECH.
Onuiencus U napokcuaMaibHble coctosinus 2019;11(2):195-9.
Resolution of the expert meeting of the Russian Anti-Epileptic
League on the treatment of women with epilepsy. Epilepsiya i
paroksizmalnye sostoyaniya = Epilepsy and Paroxysmal Conditions
2019;11(2):195-9. (In Russ.).

PekomeHalmm aKcrepTHoro copeta Poccuiickoii mpoTuBO3IU-
JIENITUYECKON JIUTH TI0 TPUMEHEHUIO OPUTUHATIBHBIX U BOCIIPOU3-
BEIIEHHBIX MPENapaToB (IDKEHEPUKOB) ISl JIEUSHUsI STUIICTICU Y.
Onuiencus U napokcumManbHble coctostuust 2011;3(1):17-9.
Recommendations of the expert council of the Russian Anti-
Epileptic League on the use of original and generic drugs for the
treatment of epilepsy. Epilepsiya i paroksizmalnye sostoyaniya =
Epilepsy and Paroxysmal Conditions 2011;3(1):17—9. (In Russ.).
Pynakosa U.T., KoroB A.C., benosa F0.A. [IpumMeHeHUe TKeHepH -
KOBBIX [TPENapaToB B JICUCHUU SMUIETICUM Ha IIPUMEPE TOMUpa-
Mmara. 2KypHai HeBposioruu u nicuxuarpuu uM. C.C. Kopcakosa
2011;111(3):38—43.

Rudakova I.G., Kotov A.S., Belova Yu.A. Use of generic drugs

in the treatment of epilepsy: example of topiramate. Zhurnal
nevrologii i psikhiatrii im. S.S. Korsakova = S.S. Korsakov Journal
of Neurology and Psychiatry 2011;111(3):38—43. (In Russ.).
Pynakosa U.T. JleueHue 3nujIeniCun B peXXuMe B3auMo3aMeH

Y Ka4eCTBO KOHTPOJISI AMUJICTICUM — aKTYalbHbIE BOIIPOCHI
KJIMHUYECKOU mpakTtuku. Gokyc — 1aMoTpuakuH. BecTHUK
snuienrtojoruu 2023;(1):19-29.

Rudakova I.G. Treatment of epilepsy in a reciprocal regimen

and the quality of epilepsy control — current issues in clinical
practice. Focus — lamotrigine. Vestnik epileptologii = Bulletin

of Epileptology 2023;(1):19—29. (In Russ.).

Pynakosa U.I. OtnaneHHble pe3y/ibTaThl MepeKI0YeHUs

Ha FeHepUKOBbIE aHAJIIOTH TOMMPaMaTa y GOJIbHBIX SMWIETICUEA.
Dnuiencus U napokcusMaibHble cocTostHust 2013;5(2):6—10.
Rudakova I.G. Remote results of switching to generic analogs

of topiramate in patients with epilepsy. Epilepsiya i paroksizmalnye
sostoyaniya = Epilepsy and Paroxysmal Conditions 2013;5(2):6—10.
(In Russ.).

VisaxkoB A.H., ITsuiaeBa O.A. TTpoGsieMbl KOHTPOJIS TPUCTYIIOB,
CBSI3aHHBIE C 3aMEHaMU MTPOTUBOSIUIIENITUYECKUX TIPENapaToB

B pamkax MHH: dokyc Ha 1aMoTpumxuH (0630p IUTepaTyphl

Y OMKcaHue KIMHUYECKUX cliyyaeB). BecTHUMK snwientonorun
2025;2025:34—44.

Ulyakov A.N., Pylaeva O.A. Seizure control issues associated

with substitutions of antiepileptic drugs within the INN framework:
focus on lamotrigine (literature review and clinical cases). Vestnik
epileptologii = Bulletin of Epileptology 2025;2025:34—44. (In Russ.).
IlecrakoBa O.U., AkceHoB C.U. CriekTp 3MUJIeNCuu y NMaluueH-
TOB, TIOJIYYAIOLIMX JIAMOTPUIKUH: (hOKYC Ha (HOKAJIbHBIE IMTUIICTI-


https://cr.minzdrav.gov.ru/schema/741

Xy

sy’ IIETCKOM

HEBPOAOI'MI

20.

21.

22

23.

24,

cuu (aHaJIM3 COOCTBEHHBIX TaHHBIX). BECTHUK 3MMIIeNTOIOTUN
2022;2022:59-70.

Shestakova O.I., Aksenov S.I. Epilepsy spectrum in patients
receiving lamotrigine: focus on focal epilepsies (analysis

of own data). Vestnik epileptologii = Bulletin of Epileptology
2022;2022:59—-70. (In Russ.).

. Atif M., Azeem M., Sarwar M.R. Potential problems

and recommendations regarding substitution of generic antiepileptic
drugs: a systematic review of literature. Springerplus 2016;5:182.
DOI: 10.1186/s40064-016-1824-2

. Berg M.J., Gross R.A., Tomaszewski K.J. et al. Generic substitution

in the treatment of epilepsy: case evidence of breakthrough seizures.
Neurology 2008;71:525—30.

. Bialer M., Levy R.H., Perucca E. Does carbamazepine have

a narrow therapeutic plasma concentration range? Ther Drug Monit
1998;20:56—9. DOI: 10.1097/00007691-199802000-00010

Bialer M., Midha K. Generic products of antiepileptic drugs:

a perspective on bioequivalence and interchangeability.

Epilepsia 2010;51(6):941-50.

DOI: 10.1111/j.1528-1167.2010.02573.x

Fahoum E, Linder 1., Herskovitz M. et al. Generic substitutions

of antiseizure medications: recommendations issued by the Israeli
Chapter of the International League Against Epilepsy. Epileptic
Disord 2022;24(5):973—5. DOI: 10.1684/epd.2022.1469.

Gilad R., Sadeh M., Rapoport A. et al. Monotherapy of lamotrigine
versus carbamazepine in patients with poststroke seizure. Clin
Neuropharmacol 2007;30:189—95 DOI:10.1097/
WNE0b013e¢3180333069

Holtkamp M., Theodore W.H. Generic antiepileptic drugs — safe
or harmful in patients with epilepsy? Epilepsia 2018;59(7):1273—81.
DOI: 10.1111/epi.14439

Houben E., Benson R.J., Steegers E.A.P., Herings R.M.C.
Twenty-year trends in the use of anti-seizure medication among
pregnant women in the Netherlands. Epilepsy Behav
2022;127:108549. DOI: 10.1016/j.yebeh.2021.108549

25.

26.

27.

28.

29.

30.

31

32.

33.

34.

1

Jung N.H., Egert-Schwender S., Schossow B. et al. Improvement
of synaptic plasticity and cognitive function in RASopathies —

a monocentre, randomized, double-blind, parallel-group,
placebo-controlled, cross-over clinical trial (SynCoRAS). Trials
2023;24(1):383. DOI: 10.1186/s13063-023-07392-z

MHRA. Antiepileptics: changing products (last modified November
25, 2013). Available at: https://www.gov.uk/drug-safety-update/
antiepileptic-drugs-updated-advice-on-switching-between-
different-manufacturers-products.

Midha K., McKay G. Bioequivalence; its history, practice, and future.
AAPS J 2009;11(4):664—70. DOI: 10.1208/s12248-009-9142-z
Nagabushana D., Eslami E, Loeb J.A. Seizure medications and
interictal spiking: implications for cognition and behavior. Epilepsia
2026. DOI: 10.1002/epi.70102

NICE. Epilepsies: diagnosis and management. Clinical guideline.
Available at: https://www.nice.org.uk/guidance/ng217.

Stephen L.J., Wishart A., Brodie M.J. Psychiatric side effects

and antiepileptic drugs: observations from prospective audits. Epilepsy
Behav 2017;71(Pt A):73—8. DOI: 10.1016/j.yebeh.2017.04.003
Tomson T., Battino D., Bonizzoni E. et al. Comparative risk

of major congenital malformations with eight different antiepileptic
drugs: a prospective cohort study of the EURAP Registry. EURAP
Study Group. Lancet Neurol 2018;17(6):530—8.

DOI: 10.1016/S1474-4422(18)30107-8

US FDA. Understanding generic drugs. Available at:
http://www.fda.gov/drugs/ resourcesforyou/consumers/

buyingusingmedicinesafely/understandinggenericdrugs/ucm167991.

html.

Werhahn K.J., Trinka E., Dobesberger J. et al. A randomized,
double-blind comparison of antiepileptic drug treatment

in the elderly with new-onset focal epilepsy. Epilepsia
2015;56(3):450—9. DOI: 10.1111/epi.12926

Yamada M., Welty T.E. Generic substitution of antiepileptic drugs:
a systematic review of prospective and retrospective studies. Ann
Pharmacother 2011;45(11):1406—15.

97

KOH®EPEHLUU, CUMNO3UYMbI, COBELLAHUA



7 MALUWA o143 ABTOPOB

Mpn HanpaBReHUH CTaTbit B pegakumio <Pycckoro XypHana AETCKOil HeBPONOTUN»
aBTOpaM HEeo6X0AUMO PYKOBOACTBOBATLCA CIEAYIOLLMMY MPaBUSIaMM.

1. 06wue npaBuna

Mpu NepBIYHOM HANpaBAEHWA PYKOMWCM B pedaKLmio B KOMUN NIEKTPOHHOIO
N1cbMa JOMKHBI ObITb YKa3aHbl Bce aBTOPbI AaHHOM CTaTbi. 06paTHYt0 (BA3b C peaakLm-
eil byeT noAAepxu1BaTb OTBETCTBEHHbIN aBTOP, 0603HaUeHHbII B CTaTbe (CM. MYHKT 2).

MpexcTaBneHme B peakLmio paHee onybanKoBaHHbIX CTaTeli He fONYCKaeTcs.

2. 0popmneHune faHHbIX 0 CTaTbe U aBTOpPaX
MepBas CTpaHULa JOMKHA COZlepXaTh:
— Ha3BaHMue CTaTby,
— MHULManb! 1 Gamunuy Bcex aBTopos,
— yueHble CTeneHu, 3BaHIA, SOMKHOCTH, MeCTo paboTbl KaXAOr0 U3 aBTOPOB,
a Takxe ux ORCID (npu Hanuuun),
— NONHOE Ha3BaHMe yupexzeHNa (yuperxxaeHuii), B KOTopom (KOTOpbIX) Bbl-
noHeHa pabota,
— ajipec yupexaeHua (yupexaeHuit)  ykasaHuem nHAeKCa.
MocnenHAA CTpaHMLA AOMKHA COLEPXaTb cBefeHNa 06 aBTope, OTBETCTBEHHOM
3a (BA3b C pefaKLumeil:
— hamunus, UM, 0TYECTBO MOHOCTbIO,
— 3aHMMaeMas JOMKHOCTb,
— yUeHas CTeneHb, yueHoe 3BaHue,
— NepcoHanbHbIil MexayHapoaHblit uaeHTudukatop ORCID (noapobHee:
http://orcid.org/),
—nepcoHanbHblii uaeHtuukatop B PYHLL (nogpobhee: http://elibrary.ru/
projects/science_index/author_tutorial. asp),
— KOHTaKTHbIi TenedoH,
— ajlpec aNeKTPOHHON NoUTbI.

3. 0popmnenue Tekcra

(ratbit npuHMMatoTeA B dopmatax doc, docx, rtf.

Lpu¢t — Times New Roman, kernb 14, mexcTpouHblii uHtepBan 1,5. Bee ctpanu-
Lbl AOMKHbI ObITb NPOHYMEPOBaHbI. TeKCT CTaTbl HAUMHAETCA CO BTOPOIA CTPAHNLbI.

4, 06bem cTareii (6e3 yueTa UnnIOCTPaLWIA M CNMCKA NUTepaTYpbI)

OpuruHanbHas ctatba — He 6onee 12 cTpanuy (660nblmit 06bem gonyckaetca
B VIHAMBUAYaNbHOM NOPAAKE, N0 PELUEHMI0 pefakLim).

OnucaHue KNMHNYECKNX C1yyaes — He Gonee 8 CTpaHuL.

0630p nuTepaTypbl — He 6onee 20 CTpaHuL.

Kpatkue coobLieHns n nucbma B pefakumio — 3 CTpaHuLbl.

5. Pesiome

Ko Bcem Bupam cTateii Ha 0TAENbHON CTPaHULLE AOMKHO ObITb NPUNOXEHO pe3to-
Me Ha PYCCKOM M HTIMIACKOM (M0 BO3MOXHOCTH) A3blKax. Pe3tome JOMKHO KpaTKo no-
BTOPATb CTPYKTYPY CTaTbM, HE3aBUCUMO OT ee TeMaTuKI.

06bem pestome — He bonee 2500 3HaKoB, BKAOYaA npobenbl. Pe3ome He JOMKHO
coAepaTb CCbIIKM Ha MCTOYHUKM IUTEPATYPbl U WANKOCTPATUBHBIN MaTepuan.

Ha 370l Xe CTpaHuLie NOMELLATCA KloyeBble CI0BA HA PYCCKOM U aHTMIACKOM
(Mo BO3MOXKHOCTH) A3blKax B konuuecTse o1 3 A0 10.

6. C(TpyKTypa cTateil
OpurvHanbHas CTaTba AOMKHA COAEPKATb CledytoLne pasaensl:

— BBE/IEHME,

—Lenb,

— MaTepuanbl U METOABI,

— pe3ynbTarbl,

—0bcyxpeHue,

—3aKnioyeHue (BbIBogbl),

— KOHOMNKT MHTepecoB AN BCex aBTOPOB (B ClTyuae ero oTcyTCTBUA Heobxo-
ANMO YKa3aTb: «ABTOpbI 3aABNAKT 00 OTCYTCTBUN KOHNMKTA MHTEPECOBY),

— opobpeHue NpoToKoNa UCCNeS0BAHIUA KOMUTETOM Mo 6103TUKe (C yKa3aHu-
€M HoMepa U1 AaTbl NpoToKona),

— MHGOPMUPOBAHHOE COrNacue NALMEHTOB WA WX NPEACTaBUTENeN Ha yyac-
THe B UCCNEA0BAHUM W NYOAMKALMI AAHHBIX (1A CTaTell ¢ aBTOPCKUMMN
UCCNEA0BAHUAMM U OMMCAHUAMIN KIMHUYECKMX CTYYaeB),

—NPU HaNMUMN QUHAHCUPOBAHUA UCCNIEOBAHIA — YKa3aTb ero UCTOYHNK
(rpaHT N T. 4.),

— bnarogapHocTy (pa3gen He ABNAETCA 00A3aTeNbHbIM).

7. UnnioctpaTmBHbIN MaTepuan

WUnntocTpatuBHbIil MaTepuan JomkeH bbb NPeACTaBNEH B BUZe OTAENbHbIX dait-
NOB 1 He GUrypupoBaTb B TeKCTe CTaTbi. [laHHble TabnuL He JOMKHbI NOBTOPATb AaH-
Hble PUCYHKOB 1 TeKCTa W HaobopoT.

Ootorpaduu npeacrasnaiorca B dopmarax TIFF, JPG ¢ paspelueHnem He meHee
300 dpi (Touek Ha Atoiim).

PucyHku, rpaduku, cxembl, Auarpammbl JomkHb! ObiTb pefakTUpyembimy,
BbinonHeHbIMu cpectBamin Microsoft Office Excel unu Office Word.

Bce pucyHKM fomKHbI 6bITb NPOHYMEPOBaHbI U CHAOXKEHbI MOAPUCYHOUHBIMI
noanucamu. OparmeHTbI pUCYHKa 0603HaYaKOTCA CTPOUHBIMI ByKBaMI pycckoro anda-
BUTA — «a», «6» 1 T. . Bce coKpaLeHus, 0603HaueHus B Buge KpusblX, 6YKB, LUOP
W T. [, UCTIONb30BaHHbIE Ha PUCYHKE, JOMKHBI ObITb pacLuMdpoBaHbl B NOAPUCYHOUHOI
nognucy. MoANUCH K pUCYHKaM JaKTCA Ha OTAENbHOM NIUCTe NoCTe TeKCTa CTaTbil B 04~
HOM C Heil daiine.

Tabnuubl JoMKHbI ObITb HATNARHBIMM, UMETb Ha3BaHMe U NOPALKOBbIA HOMep.
3aronoBKu rpady AOMKHbI COOTBETCTBOBATD UX COfiepaaHuio. Bce cokpalLienna pacumg-
POBBIBAOTCA B NPUMEUaHUK K Tabnuue.

8. EAuHULIbI U3MepeHusA 1 coKpalLeHus

Eaunmnubl usmepenna fatotca B MexayHapoaHoii cucteme egunmt (CH).

(CokpalLLeHna cfoB He AOMYCKaloTCA, Kpome 0bLLenpuHATbIX. Bce abbpesuatypbl
B TeKCTe CTaTbil JOMKHbI ObITb MOHOCTHIO PacLIMGPOBAHBI NPY NEPBOM YNOMIMHAHUM
(Hanpumep, KomnbtoTepHas Tomorpadua (KT)).

9. Cnucok nuTeparypbl

Ha cnenytoweil nocne Tekcta cTpaHuLe CTaTbi JOMKEH pacnonaraTbCa CiUCOK
LMTUPYEMOi IUTEpaTypbl.

Bce ncTOUHMKN HOMKHBI GbITb NPOHYMEPOBaHbI, HyMepaLusa 0CyLLeCTBAAETCA
CTporo B andasuTHoOM nopaaKe. Bee CCbINKIN HA MCTOYHUKY AMTEPATYpbI B TEKCTe CTaTbit
0603HauatoTCA apabckmm Ldpamu B KBaAPaTHbIX CKOOKax HaunHas ¢ 1 (Hanpumep, [5]).
KonuuectBo uutupyembix paboT: B opuruHanbHbix crabax — He bonee 20-25, B 06-
30pax uTepatypbl — He Gonee 60.

(CcbUIKKM JOMKHDI 4aBaTbCA HA MEPBONCTOYHUKY, LUTUPOBAHNUE OJHOTO aBTOpa
no pabote Apyroro HeAoONyCTUMO.

BKnioueHue B CNUCOK NUTEPaTYPbI TE31COB BO3MOXHO UCKIKUMTENbHO NpY CCbin-
Ke Ha HOCTPaHHble (aHTTI0A3bIYHbIE) UCTOUHUKIA.

(CcblnKi Ha AMccepTaLy v aBTopedepatbl, Heony6nuKkoBaHHble paboTbl, a Tak-
e Ha [LaHHble, NONyYeHHble U3 HeOGULMANbHBIX UHTEPHET-UCTOUHUKOB, He AoMy-
CKAKTCA.

A Kaxporo MCTouHMKa HeobXoAMMO YKa3aTb: GaMUNM 11 MHULMANbI aBTOPOB
(ecnn aBTOpOB Gonee 4, yka3blBaloTcA NepBble 3 aBTOPa, 3aTeM CTaBUTCA «M Ap.» B pyC-
CKOM 1 "et al.” B aHINIACKOM B TeKCTe). ABTOPbI LIUTUPYeMbIX NCTOUHMKOB AOMKHbI
6bITb yKa3aHbl B TOM Xe NOPAAKe, UTO 1 B NEPBOUCTOUHNKE.

Mpy cCbinKe Ha CTaTby U3 XKYPHANOB NOCE aBTOPOB YKa3bIBAIOT Ha3BaHMe CTa-
Tbi, Ha3BaHUE XypHaNa, rofi, TOM, HOMep BbINycka, cTpaHuLpl U DOI cTaTby (npu Hanu-
yum). Tpu ccbinke Ha MOHOTPaguM YKa3blBaIOT TakxKe MONHOE Ha3BaHIe KHUTU, MecTo
W30aHNA, Ha3BaHwe U3AATENbCTBA, FOZ U3AAHNA, YNCNO CTPAHML,

(TaTby, He COOTBETCTBYlOWME AAHHbIM TPeBGOBAHMAM, K PaccMOTpPeHUto
He NPUHUMAIOTCA.

06wKe nonoxeHus:
« PaccmoTpeHme (TaTbu Ha npesmeT Ny6nMKaLuM 3aHMMaeT He MeHee 8 He-
Jenb.
« Bce noctynaiowme ctatbi peueH3npyrTca. PeueH3na ABNAETCA aHOHUM-
HOW.
« Pepakuna octagnAeT 3a coboil NpaBo Ha pesakTUPOBaHMe CTaTell, IPeACTaB-
NeHHbIX K My6nuKaumm.
- Pegakuua He npepfocTaBnAeT aBTOpCKUMe 3K3eMANApbl XypHana. Homep
KypHana MOXHO MONYYMTb Ha O6LMX OCHOBAHMAX (CM. MHdOpMaLUt
Ha caiiTe).
Martepuanbl ana ny6aukaumn npuHumatotca no appecy center@epileptologist.ru
€ 0643aTeNbHbIM yKa3aH1eM Ha3BaHWA XypHana.

MonHas Bepcvs TpeGoBaHMii NpeACTaBeHa Ha caiiTe XKypHana.
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