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PE3IOME

Lienb. MpoBecTy aHanM3 aHaMHECTUYECKUX, KNTMHUYECKMX 1 NAapaKIVHUYeCKX NokasaTesnei y NaLmyeHToB C MbilleyHon anctpoduein [ioweH-
Ha (MAJ), nonyvatoLmx naToreHeTMYeCKyo Tepanuio NpenapaTom AnsA KOPPEKLMN HOHCEHC-MyTaL MK B reHe dmd — aTanypeH (TpaHcnapHa),
oLEeHNTb 6e30MacHOCTb Tepanun U AVHaMVKY ABUTaTeNbHbIX HapyLLEeHWiA B peasibHOWM KIIMHUYECKON NPaKTuKe Ha GoHe NpYMeHeHNs npena-

paTa.

Matepwmansbl n meToabl. B nccnefosaHue 6binm BKNtoueHbl 24 nauyieHta ¢ MO/, nonyyatowyvie atanypeH, HaXOAMBLLMECA Ha FOCNUTaNU3aLmn B
LleHTpe getckon ncuxoHesponorun OrAY «HMUL 3poposba aeten» Munsgpasa Poccun 3a nepropg ¢ aHBapa 2019 1. no ¢pespanb 2024 . Mpo-
BOLMWJIN aHAIN3 aHAMHECTUYECKMX [JaHHbIX, Hanboiee YacTo BCTPEUAIOWUXCS KIIMHUYECKUX NPOABNEHNI 1 NapakNUHNYECKNX NnoKasaTenen,
oueHVBany 6e30nacHOCTb Npenaparta Mo HaNMuMIo CePbE3HbIX HeXenaTesbHbIX ABMIEHUI, NPUBEALLNX K OTMeHe Tepanuu, 1 3GpHeKTUBHOCTM

NleyeHna C ucnosibsoBaHnem d)yHKLl,I/IOHaJ'IbeIX WKan gBUraTesIbHOM akTUBHOCTH: LWKasbl «CeBepHaﬂ 3Be3fa» N TeCTa 6-MI/IHyTHOI7I XOp.b6bI.

Pe3ynbTatbl. Bo3pacT Hauana camoctoATenbHOM xofbbbl cocTaBun 14,3 + 2,6 Mec, Bo3pacT AebloTa 3abonesaHna — 3,3 + 2,6 rofa, Bo3pacT
obpalyeHns K Bpauy — 4,25 + 2,00 roaa, BO3pacT NOCTaHOBKM AnarHo3a — 5,3 + 2,3 roAa, BO3pacT Hauana npréma rioKOKOPTUKOCTEPOVAOB
(TKC) — 6,3 + 1,8 ropa. N'KC B apekBaTHOM A03€e U pexume nprHumanu 13 (56%) nauymeHToB. HapyleHne KOrHUTUBHbIX, SMOLIMOHANIbHO-BO-
NeBbIX 1 NOBEAEHYECKUX HapYLLEHWIA 3aperncTprpoBaHbl y 17 (70,8%) nauueHToOB, n3bbITouHas Macca Tena — y 6 (25%), TyronoAB/KHOCTb
TrONIEHOCTONMHbIX CycTaBoB — Y 9 (37,5%). OyHKLMA BHELLHETO AblXaHUA 6blna NnpoaHanunpoBaHay 16 (66,6%) NaLneHToB, M3 HUX Y 1 ManburKa
BbIAAB/IEHO €€ CHWXeHMne. H1 y ofHOro naureHTa He 3aperncTpupoBaHO Cepbé3Hoe HexenaTenbHO ABNeHue, NprBeaLlee K NpekpalieHnto
npuéma atanypena. lMpu oueHke 3$pPeKTBHOCTY NNIeYeHNA B rpynne nauneHToB Ao 7 net (n=11) y 10 (91%) peTeit 3adpuKCMpoOBaHbl yiyuLieHne
UK CTabunmsaumna CoCToAHUA MO AaHHbIM TecTa 6-MUHYTHOW XOAbObI; Y 6 (54,5%) — ynyulleHne MOTOPHBIX HaBbIKOB NPU aHanu3e 6annos no
wkane «CeBepHas 3Be3fa»; y 5 (45,5%) — cTabunuszayma coctosaHuA. B rpynne nauvieHTos ctaplue 7 neT (n = 13) No AaHHbIM TecTa 6-MUHTYHOM
xoab6bl y 4 (30,8%) fieTeln BbiABNEHa CTabunmM3auma coctoaHus, y 7 (53,8%) — nporpeccuposaHue 3abonesaHus, 2 (15,4%) pebéHka nepelunu
B HeambynaTtopHyto ctaguio. Mpu aHanmse 6annos no wkane «CeBepHasd 38e3aa» 1 (7,7%) pe6EHOK NPOAEMOHCTPUPOBaN yyylleHne nokasa-

Tenen, 6 (46,1%) — ctabunmsauuio, 4 (30,8%) — cHmKeHue, 2 (15,4%) — noTepto ambynaTopHOCTL.

3akntoueHmne. PaHHAA AnarHoCTmKa 3aboneBaHuA 1 CBOeBpEeMeHHaA NHUUnayma Tepannn c CO6J'IIO,quI/IeM BCeX CTaHAapTOB BeAEHNA NaLn-
eHToB ¢ M nmetot pelarliee 3Ha4yeHne anAa coxpaHeHnA ABuratTenbHomn d)yHKLlVII/I. MNaToreHeTnyeckan Tepanua atanypeHom yBennvnBaeTt

ANNTENbHOCTb aM6ynaTopH0|7| CTaguu, ynydiiaa n/vinn CTa6|/|J'IVI3I/IpyFI MOTOPHbIE€ HaBblKM MauneHTOoB.

KnioueBble cnosa: MbileyHas AncTpodua [ioleHHa; feTU; NaToreHeTnYecKasa Tepanus; aTanypeH; TpaHcnapHa; 3¢p$eKTMBHOCTb

Co6niofeHNe 3STUYECKNX CTaHAAPTOB. 3akKOHHble NPeACTaBUTeNM NalneHTOB fanu Ao6poBoNibHOE NHPOPMNPOBaHHOE cornacre Ha obpa-

60TKy nepcoHasibHbIX JaHHbIX.
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ABSTRACT

Aim. To analyze anamnestic, clinical and paraclinical indicators in patients with Duchenne muscular dystrophy (DMD) receiving pathogenetic
therapy with a drug for correcting nonsense mutations in the dmd gene — ataluren (translarna), to evaluate the safety of therapy and the
dynamics of motor disorders in real clinical practice against the background of use drug.

Materials and methods. The study included 24 patients with DMD receiving ataluren who were hospitalized at the Center for Pediatric
Psychoneurology of the National Medical Research Center for Children’s Health of the Ministry of Health of the Russian Federation for the period
from January 2019 to February 2024. An analysis of anamnestic data, the most common clinical manifestations and paraclinical indicators,
assessed the safety of the drug by the presence of serious adverse events leading to discontinuation of therapy, and the effectiveness of
treatment using functional scales of motor activity: the “North Star” scale and the 6-minute walk test.

Results. The age of onset of independent walking was 14.3 + 2.6 months, the age of onset of the disease was 3.3 + 2.6 years, the age of visiting
a doctor was 4.25 + 2.00 years, the age of diagnosis was 5.3 + 2,3 years, age of initiation of glucocorticosteroids (GCS) — 6.3 + 1.8 years. GCS
in an adequate dose and regimen was taken by 13 (56%) patients. Cognitive, emotional-volitional and behavioral disorders were registered
in 17 (70.8%) patients, excess body weight — in 6 (25%), and stiffness of the ankle joints — in 9 (37.5%).Pulmonary function was analyzed in
16 (66.6%) patients, of which a decrease was detected in 1 boy. No patient experienced a serious adverse event leading to discontinuation
of ataluren. When assessing the effectiveness of treatment in a group of patients under 7 years of age (n = 11), 10 (91%) children showed
improvement or stabilization of their condition according to the 6-minute walk test; in 6 (54.5%) — improvement in motor skills when analyzing
scores on the “North Star” scale; in 5 (45.5%) the condition was stabilized. the group of patients over 7 years of age (n = 13), according to the
6-minute walk test, 4 (30.8%) children showed stabilization of the condition, 7 (53.8%) had disease progression, 2 (15.4%) the child entered
the non-ambulatory stage. When analyzing scores on the “North Star” scale, 1 (7.7%) child showed improvement in performance, 6 (46.1%) —
stabilization, 4 (30.8%) — decrease, 2 (15.4%) — loss outpatient.

Conclusion. Early diagnosis of the disease and timely initiation of therapy in compliance with all standards of management of patients with
DMD are crucial for maintaining motor function. Pathogenetic therapy with ataluren increases the duration of the outpatient stage, improving
and/or stabilizing the motor skills of patients.

Keywords: Duchenne muscular dystrophy; children; pathogenetic therapy; ataluren; translarna; effectiveness
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BBepeHmne

Mpeimeynast nuctpodusa dromenna (M) — penkoe
X-cueruieHHoe perieccuBHOe (Xp2.1) HEpBHO-MBIIIICIHOE
3abo0sieBaHNe, BRI3BAHHOE MyTallUsIMU B TeHe dmd [1,2].

I1o pa3HbIM ouieHKaM, 3ab6oaeBaemoctb MJIJI cocTas-
nset 1 Ha 3500—5000 >kMBOPOXKIEHHBIX MJIAAECHIIEB MYXK-
ckoro 1ona [3,4]. T'en dmd xomupyeTt 6e10K IUCTPODUH,
KOTOPBII 3KCIIPECCUPYETCS B MBIIIIIAX CKeleTa, Cepala,
a TakKXke B TOJOBHOM Mo3re. B cKeneTHOI MycKynatype

80

OCJIOK UTpaeT BaXXHYIO POJIb B CTAOMIM3ALIMN KJIETOIHBIX
memOpaH [5]. B mpouecce cokpalieHusi MbIIIIEYHOTO BO-
JIOKHA TIPX OTCYTCTBUM AUCTPOGUHA IIPOUCXOIAT OeTeHE-
palms 1 HEKpo3 ¢ pa3BUTHEM XPOHMUECKOTO BOCITAJICHUSI,
B pe3yjbTaTe 4Yero MHIIeYHas TKaHb 3aMelaetcs (u-
6po3Hoii [6]. 3aboseBaHKe TIPOSIBIISIETCSI C PAHHETO BO3-
pacTta 3aIepXXKOil MOTOPHOTO pPa3BUTHs, B HaJIbHEHUIIEM
o0OpamraoT Ha ceOsT BHUMaHNE HEJIOBKOCTH ITOXOIKH, Ja-
CThIC MANCHUs, 3aTpyTHEHUE TIPU ITOABEME TI0 JICCTHHIIE.
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V. Ricotti 1 coaBT. HAa OCHOBaHUM OLEHKHU JABUTATEIbHbBIX
bynkmii mo mkane «CeBepHas 3Be31a» IMTOATBEPAUINA Ha-
6op 6ajIoB y MallMEHTOB B BO3pacTe A0 7 JeT U CHUXKEeHUE
MOTOPHBIX HABBIKOB Y MAIIMEHTOB CcTapIie 7 JIET, TP 3TOM
mpuém rmokokoptukoctepounHoii ('K C) tepamuu B Bo3-
pacte oT 3 mo 5 JeT yBeIW4YMBaJI HAOOp 0aJUIOB MO IIIKa-
ne «CeBepHas 3Be3ga» Ha 1,3 MyHKTa B TOJ Y MallUeHTOB
B Bo3pacTte A0 7 jet [7]. I1o mepe nporpeccupoBaHusI Mbl-
meyHoi cinaboctu npu orcyrctBum npuéma 'KC B Bo3-
pacte oT 8 1o 12 ieT MaJIbUMKU TEPSIOT BO3MOXHOCTD K Ca-
MOCTOSITEJIBHOMY TIePEABIDKCHUIO, Y HUX (POPMUPYIOTCS
BTOPUYHBIC OPTONEINYECKIE OCIIOKHEHUSI, yTpauynBaeTCs
(GYHKIIMS BEpXHUX KOHEYHOCTEM, pa3BUBAIOTCS IbIXa-
TeJIbHBIC HAPYIICHUS, KAPAUOMUOIIATHS, YTO B KOHEYHOM
UTOTE MPUBOIUT K JeTanbHOMY mcxony [8—10]. OcHoB-
HBIM OUoJIorMYecKruM MapkepoM MJIJI siBisieTcst ypoBeHb
kpeatuHpochoknHasbl (KDK) B cbIBOPOTKE KPOBU, KO-
Tophiii B 10—100 pa3 mpeBbIlIaeT HOPMaTUBHBIE MTOKa3a-
Teau. Beicokue ypoBHU (hepMEHTa MOTYT OIPEHEISIThCS
cpasy mocjie POXIEHMsSI, OOJHAKO YacTO 3TO ITOBHIIIEHHUE
HeCIeM(PUIHO U BCTPEUYAETCS Y MAJIOBECHBIX, HEIOHO-
IIEHHBIX MJIAICHIICB, a TAKXE y MAllMEHTOB C TTOPOKAMU
pa3BUTHS cepllia, MUTOXOHIPUAILHOM naTosorueit. Mak-
cumanbHble ypoBHu KDK, cBUaETENBCTBYIOINE O TEYe-
Hun MJIJ1, onpenensiiorcs B Bo3pacte 2—5 net [11—13].
CornacHo ganHbIM peructpa MD STARnet, y mauueHTOB
¢ nogo3peHremM Ha M/1/] BriepBbie MOBBILLIEHHbIN YPOBEHb
K®K obnHapyxuBaercst B Bo3pacte 4,7 roma, a IMarHos
MJI ycranaBnuBaeTcs B Bo3pacte 4,9 roma [14, 15].

B HacTosimiee BpeMs BepuduKaius TuarHo3a peaim-
3yeTCsI B paMKax TMarHOCTMYECKMX MPOrpaMM, UMEIOIINX
IIUPOKOe MpuMeHeHne B Poccuu: Ha miepBoM 3Tarie mpo-
BOIUTCSI IIOMCK YACTHIX ACJICHIUNA 1 TyTUIMKAIIWi reHa dmd,
IIPY OTPHUIIATEIBHBIX Pe3yIbTaTaX — CEKBEHUPOBAHUE HO-
BOTO TTOKOJICHUS C TIOATBEPXKICHUEM BBISIBICHHOTO Bapy-
anTa 1mo CaHrepy.

Emg mo 1970 r. cpenHsisi MpOIOJKUTEIbHOCTD XU3HU
maunenToB ¢ MJ1/1 cocrasisina 14,4 rona [16], Ho yay4iie-
HHUE CTaHOAPTOB BEICHMS IMAllMEHTOB, B YACTHOCTH JieUe-
Hue 'KC, MmenukamMeHTO3Has Teparus KapAuOMUOIIaTHH,
YCOBEPIIICHCTBOBAaHHBIC PeaOUIUTAIIMOHHBIE TTPOTPAMMBI
W afeKBaTHAs PeCIMpPaTOpHast ITOAIepXKKa, IIPUBEIH K TO-
MY, YTO CPEIHSIS IIPOXOIKUTEILHOCTD XXM3HU MAllMEHTOB
yBemmumiach 1o 30 (21,0—40,5) net [17].

B 2010 r. 66U ONyOIMKOBAHBI MEPBbIE MPOTOKOJIBI
Mo cTaHgapTaMm BeaeHUs mauveHToB ¢ MJIJI [18], BKITIO-
yapone pekomeHmauuu 1o Tepanuu ['KC (mpegHuzo-
JI0H, 0,75 mr/kr wim gedazakopt, 0,9 MI/KT B CyTKH exe-
ITHEBHO), BaKIIMHOMIPOMWIAKTUKE, KApANOIPOTCKTUBHOMN
Tepalrmu, HyTPUTUBHOM 1 ObIXaTE€JIbHOU ITOIIEPXKKE, pe-
a0MIUTAIIMOHHBIM MeporpusatusaM. B 2018 r. ctanmapTsl
OBbLIM OOMOJHEHBI C YUETOM aKTyaJbHBIX JaHHBIX. B Poc-
CHU KJIMHUYECKUE PEKOMEHIAIIMY 10 BEACHUIO TaIlieH-
TOB ¢ Tiporpeccupyroieir M1/ yreepxxneHs! B 2023 1. [19].

CeromHg ocoboe BHHMMaHHE YHCISIETCS ITOMCKY
MMPOTHOCTUYECKNX (haKTOPOB, YBEIWUMBAIOIIMNX IIPO-
IOJDKUTENILHOCTh KM3HU mauueHTtoB ¢ MJIJI. Tak,
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B cucteMaTuuyeckom o63ope N. Ferizovic u coaBT. BhIsIBIIE-
HBI 2 9K30TeHHBIX (ITpUEM KapaUOIIPOTEKTUBHON TepaIrmu
M TJIIOKOKOPTUKOCTEPOUIOB) U 2 S3HIOTEHHBIX (TUI MyTa-
uuu dmd v reHeTndeckue monuduxkaTopsl MJ1J1) pakTopa,
BJIMSIONIMX Ha BbKMBAeMOCTh nmauueHToB ¢ MJ1JI, ogHa-
KO 0030p BKJIIOUAJI CEPUI0 ClIyyaeB ¢ HEOOIBbIIUM YUCIOM
IeTeil 1 He OLIEHUBAJ IMPONOJIKUTEILHOCTh HAOIIOMEHNUS
[19]. B meTtaananuse F.J. Weber u coaBT. mponeMOHCTpH-
poBanu, uyro npumeHenue 'KC cBs3aHO ¢ yBeTUueHUEM
MIPONO/KUTEILHOCTA KW3HM, YIy4IIEHHEM IToKazaTe-
neit ¢pyHkumm ne€rkux u cepnua [20]. bonee pnutenbHOE
npuMmeHenne 'KC cBsizaHo ¢ Oosee TO3mHEN ToTepeit
amoynatopHoctH [20]. O6cyxnaeTcsl TakKe B3aMMOCBSI3b
Mmexny HasHayeHueM ['KC maumeHTaM MUtagmiero BO3-
pacta (< 5 ;eT) U paHHUM pa3BUTHEM KapAVWOMMWOIATHMU,
a TaKXKe TOBBIIIEHHBIM pUCKOM TiepesioMoB [20]. ¥V mamu-
€HTOB ¢ 00Jiee BBICOKUMM UCXOMHBIMU ITOKA3aTeISIMU (b1~
3MYECKOM aKTMBHOCTH I10 PE3YJIbTaTaM TeCTa 6-MUHYTHOM
XOIBOBI CepleyHasl HeMOCTaTOUHOCTh Pa3BMBaach IO3MI-
Hee [20].

Oco0blit MHTEpEeC B KauyecTBe MOAM(PUKATOPOB Teue-
HUsI 3a00JIeBaHUS TIPEICTABIISIIOT IIpeIiapaThl, HAITPABIICH-
HBbIE Ha BOCCTAHOBJICHME BBIPAOOTKM (hYHKIIMOHAIHHOTO
6enka nguctpoduHa. Beibop mpemnaparta 3aBUCUT OT THUIIA
MyTaluu B reHe dmd. CymecTByeT psi OJJUTOCMBICTIOBBIX
HYKJICOTHUIOB, KOTOpBIE OOECIIeUnBAlOT BOCCTAHOBIIE-
HHE TPAaHCISILIMOHHON paMKU CYMTHIBAHUA reHa dmd Iry-
TEM MPOITyCKa TOTO WJIM MHOTO 3K30HA, TaK Ha3bIBaeMasi
BK30H-CKUIIIUHT-Tepanus. Tak, I KOPPeKINHU IyTEM
MpoITycKa 53-T0 3K30HA MPUMEHSIOTCS IIpernaparsl ToJI0-
nupceH (Vyondys 53) u Buronapces (Viltepso) [21], 51-ro
sk30Ha — arerumpceH (Exondys) 51) [22], 45-T0 ax30Ha —
KazuMepceH (Ammondys 45) [23].

IMpumepHo y 10—19% mnaumenroB ¢ MJIJ1 3a6one-
BaHME BO3HMKACT BCJICICTBHE HOHCEHC-MYTAllMU B TeHE
dmd [24—26]. HoHceHc-MyTaLMsT IPUBOIUT K Pa3BUTUIO
CTOII-KOJ0HA B Oenok-Koaupyomeit ooaactu MPHK, Ha-
pyiias BRIpaboTKy puctpoduHa [5].

ATaypeH — TiepopajibHasl Teparusl ISl MMalleHTOB
C HOHCeHC-MyTalueil B reHe dmd [25]. Dra Hebomblas
MoJIeKyJa IefAICTBYeT Ha 3Tane TpaHCIsILIUKu 6ejika B pubo-
COMeE U TT03BOJISIET CUMTHIBaTh MHpopmaumio ¢ MPHK, He-
CMOTpS Ha HAJIMYUE B HEM MPEKAEBPEMEHHOTO CTOI-KOI0-
Ha TSI TOJTyYeHUST (PYHKIIMOHAJIBHOTO OeTKa TUCTpOGhHA
[27]. TIpuMeHeHMe aTamypeHa MOBBIIIAET BbIPabOTKY JUC-
TpodrHa, CITOCOOCTBYET COXPAHEHMIO MBIIIIEYHON MAaCChI
U TIpojieBaeT GyHKIIMOHAIbHBIE BOSMOXKHOCTH Y ITAIlCH-
ToB ¢ MIIJI. ATairypeH B mo3e 40 MI/KT B CyTKHU ITOKa3aH
st neyeHust MJ/1J1 y amOynaTOpHBIX MallMeHTOB B BO3pac-
Te crapiie 2 JeT B TocyaapcTBax — 4jaeHax EBpomnelickoro
coro3a, benapycu, bpasunun, Benukoopuranuu, CeBep-
Hoit Upnannuu, Ucnanouu, Uspaune, Kazaxcrane, JIux-
teHiuTeitHe, Hopseruu, Pecnybnuke Kopess u Poccun,
WM B Bo3pacTe ctapiue 5 et B Yuau u Ha YkpauHe [28].

Ieab vcciienoBaHUs — MPOBECTH aHAIN3 aHAMHECTH -
YECKUX, KIIMHUYECKUX W MapaKJIMHUYECKNX ToKa3aTeaei
y nauumeHToB ¢ MJI/I, mojyyamommux naToreHeTUuYeCcKyro
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OpwurvHanbHasa cTatbA

Teparnuio MpernapaTom Ajisl KOPpEKIIMU HOHCEHC-MYTallun
B reHe dmd aTtamypeHoM (TpaHCIapHa), a TaKXKe OLICHUTD
0e30MacHOCTh TEpalMyd M IMHAMUKY IBUTATEIBHBIX Ha-
pYLIEHWII B peajbHON KIMHWYECKON MpaKTUKe Ha (oHe
MpUMEHEHMUs Ipenapara.

MaTtepuanbl n metoapbl

B wuccnemoBaHMe ObUIM BKIIOYEHBI 24 TIallMeHTa
¢ M, nohay4yarouiye aTajlypeH, HaXOIMBIIMECS Ha To-
crmtamm3anu B LleHTpe HEeTCKOl IICMXOHEBPOJOTHU
®I'AY «<HMMUL 3mopoBbst gereit» MunzapaBa Poccuu
3a nepuon ¢ stHBaps 2019 r. o despanb 2024 r. Hexoro-
PBIM MallMeHTaM Teparus Obljla MHUIIMMPOBAaHA HA OCHO-
BaHWM 3aKII0YCHMST (DenepabHOIO KOHCHJIMYyMa 3a CUET
CpeICTB pernoHajibHOro 0romkera, a ¢ 2021 1. Bce mauu-
SHTBI CTaJIM OOECIIeYMBATLCS JCUCHUEM 3a CUET CPEICTB
rocygapctBeHHoOro oHga «Kpyr nodpa». ¥ Bcex Majibun-
KOB BBISIBJICHHAs HOHCEHC-MYTAIMs ObLJIa TTOATBEePKIACHA
cekBeHHUpoBaHueM o CaHrepy.

Harre nccnenoBanue ObLIO pa3aesieHo Ha 2 3Tara.

Ha 1-M sTane npoBoauicsl aHaIM3 aHAMHECTUYECKUX
TAaHHBIX, HAa0OJIee YaCTO BCTPEYAIOIIMXCS KIMHUYECKUX
MNPOSIBJICHUI U MTApaKJIMHNYECKUX TTOKA3aTEIICH:

* TeyeHUe 3a00JieBaHUS;

* pexuM u go3a 'KC;

* HaJIMYMe KOTHUTUBHBIX, SMOIIMOHAIBHO-BOJIEBBIX U
MMOBEICHYCCKUX HAPYIIEHUI (OCMOTpP IICUXOJI0Tra
1/WJIH TICUXHAATPa);

* TYTONOIBUXXHOCTb T'OJICHOCTOITHBIX CYCTABOB;

* Macca Tejla — OIpeAesuIach B COOTBETCTBUU C KPU-
tepusimu BO3 Ha ocHOBe MHAEKCOB Z-scores Macca
tena/Bo3pact (WAZ), poct/Bo3pact (HAZ), UMT/
Bo3pacT (BAZ), MoTy4eHHBIX C TIOMOIIBIO IIPOrpaM-
MbI «WHO AnthroPlus» (2009 r.);

* OIIEHKA JBIXaTeJIbHON (PYHKIINY — ITPOBOIUIACH CTIN -
POMETPUS C UcCclienoBaHeM 00bEMa (popcrupoBaH-
Horo Bbinoxa (O®B)).

Ha 2-m stamne oueHuBaiM 0e30ITaCHOCTh aTajypeHa

10 HAIMIHUIO CePbE3HBIX HEXENATeIbHBIX SIBJICHUMN, ITPU-
BeIIIMX K oTMeHe Tepanuu. [IpoBonwim aHanus spdek-
TUBHOCTH JICUCHUS aTATyPEHOM C MCITOJIb30BaHUEM (hyHK-
IIMOHAJBHBIX IIKAJ IBUTATEbHON aKTUBHOCTH: IITKAJIBI
«CeBepHas 3Be31a» 1 TecTa 6-MUHYTHOM X0A605I [13, 29].
IMaumeHTH OBLIM pa3aeieHbl Ha 2 BO3PACTHBIC TI'PYIIIIHL:
nmo 7 net (n = 11) u crapie 7 et (n = 13) B COOTBETCTBUM
¢ IaHHBIMM uccaenoBaHus V. Ricotti u coasr. [6]

PesynbTaTtbl

BospacT Hauama caMOCTOSITEJIbHOM XOObObI HalleH-
TOB cocraBun 14,3 £ 2,6 mec, Bo3pacT aebrora 3a0o0Je-
BaHusa — 3,3 2,6 roga, Bo3pacT obOpallleHusI K Bpady —
425 + 2,00 roma, Bo3pacT IIOCTAaHOBKM JIMarHo3a —
5,3+ 2,3rona.

Cpengnuii Bo3pacT Havana mnpuéma tepanuu ['KC
cocraBun 6,3 £1,8 roma. OgHOMY ITallMEHTy B BO3pac-
te 2,8 rona Tepanust 'KC He Oblta Ha3HAaYeHAa HA MOMEHT
MHULIMAIIMY TTATOTCHETUYECKOM Tepariiy B CBSI3M C OTCYT-
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CTBMEM KJIWHMWYECKUX TIposiBieHuit 3aboneBanHmsi. ['KC
B aleKBaTHOH mo3e 1 pexume (rmpemHu3osioH 0,75 Mr/Kr
uu nedraazakopT 0,9 MI/KT B CYTKU €KE€THEBHO) ITPUHU-
Masiu Beero 13 (56%) maiueHToB.

HapyiieHre KOTHUTUBHBIX, 3MOLIMOHAIbLHO-BOJIE-
BBIX M MOBEISCHYECKMX HAPYIIEHUI 3aperdCcTPUPOBaHbI
y 17 (70,8%) nereii, n3dbiTOuHast Macca Tesia — y 6 (25%),
TYTOIOABUXHOCTh FOJICHOCTOIHBIX CycTaBoB— Yy 9 (37,5%).
DyHKIIMs BHEILIHEro ObIXaHUs Oblaa MpoaHaIu3MpOBaHa
y 16 (66,6%) naimeHToB (Tadauua), U3 HUX y 1 Majibynka
BEIsIBIIEHO e€ cHinkeHne (ODB, < 80%)

AHaJIN3 IPUMEHEHMS [TATOreHETUYECKOM Tepauu mo-
Ka3aJj cIeaylollee: CpeaHMI BO3pacT MHULIMALIMY Tepariun
aTajypeHoM coctaBui 6,9 + 2,3 roma (MUHUMAaJIbHbIA —
2,8 Toma, MakCUManabHBIII — 12,5 roma), MUHUMAJb-
HBIII CpOK Mpuéma Tipenapata — 12 MecC, MaKCHMMallb-
HBIN — 38 Mec.

IIpu oueHke Oe30rmacHOCTU IMPUMEHEHUST aTajaypeHa
HHM Y OIHOTO TAILIMEHTa He 3aperuCTPUPOBAHO CEPhE3HOE
HeXXeJaTeIbHOe sIBJICHUE, IMpUBeAllee K IpeKpalleHUIo
ero rnpuéma.

OueHKa nBUTATEIbHOM (PYHKLIMK MALIMEHTOB Ha (DOHE
npuémMa arajypeHa OCYILIECTBISUIACh C MCIIOJb30BaHUEM
(yHKUIMOHANBHBIX TeCTOB «CeBepHas 3Be31a» U 6-MUHYT-
HOW XOIbObI C MHTEpBaJioM B 1 rof.

Manbuuky OBIIM pa3ziesieHbl Ha 2 TOATPYMIILI B 3a-
BMCUMOCTHM OT BO3pacTa MHULIMALWUK MaTOreHETUYECKOM
teparmu: I — getu ot 2,8 mo 7 ner (n = 11); I — metn
ot 7 no 12,6 roga (n = 13). BBuay HEMHOTOUYKMCIEHHOCTH
M TeTepOreHHOCTH TPYIII 10 BO3pacTy, peXumaM Mmpuéma
n ngozam I'KC, cobmiogeHUIo CTaHIApTOB BeNEeHUS, pe-
3yJIbTAThl MPEACTABIEHBI B BUE TPaUKOB, OTPAKAIOIINX
JVHAMUKY IBUTATENbHBIX (DYHKIIMI 32 YKa3aHHBII TEPUOT
HaOJIIOIeHNS.

[Ipu npoBeaeHUU TecTa 6-MMHYTHOM XOABOBI B MOMI-
rpymne 1y 10 (91%) nmeteit 3acMKCUPOBAHbI YIydlleHUE
uau crabmimsaums coctosHus, y 1 (9%) — nokasaTtenu
cHU3WIKCH ¢ 332 go 126 M B TeueHue 1 roga (puc. 1, a).
B nmoarpynmne 1y 1 (7,7%) pe6€HkKa OTMEUEHO yaydllleHUE,
y 4 (30,8%) — crabunuzaums cocrosiust, y 7 (53,8%) —
nporpeccupoBaHue 3aboaeBanus, 2 (15,4%) neteii nepe-
IIIJTM B HeaMOyIaTOpHYIO ctaguio (puc. 1, 6).

IIpn ouenke mo mkane «CeBepHasl 3Be3ma» aHAIU3
JAHHBIX ITPOBOIMJICS B COOTBETCTBUU C Pe3y/IbTaTaAMMU, I10-
JIydeHHBIMU B uccienoBanuu F. Muntoni u coanr. [30], co-
[JIaCHO KOTOPBIM y maumeHToB ¢ M/1J1 no 6,3 et cpenHnit
o0ImMit Oayl1 yBeTMUIMBAJICS TIPYMEPHO Ha 3 Oayia B rof,
a MocJIe YKa3aHHOTro BO3pacTa CHUXKAJICS Ha 3 Oajlia B TO.

B mnoarpynne 1 y 6 (54,5%) nauueHTOB OTMEYEHO
yaydllleHMe MOTOPHBIX HaBBIKOB, Y 5 (45,5%) — crabuiu-
3a1ust cocTosiHust (puc. 2, a). B moarpynne 11y 5 (38,4%)
MalMEHTOB UCXOMHBIN cpemHuii 6ai 1o mkane «CeBep-
Hag 3Be3ma» coctaBuia 9,6 (8—11), y 7 (61,8%) — 23,13
(15—30). B nunamuke y 1 (7,7%) pe6€Hka 3a(bUKCUPOBAHO
yaydllleHWe ABUraTe/ibHOM pyHkuuu, y 6 (46,1%) — cra-
owmmzauus, y 4 (30,8%) — caukenue, y 2 (15,4%) — mno-
Tepst aMOyJIaTOpHOCTH (puUc. 2, 6).

Original investigations
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XapakTepucTinka nauneHToB Ha MOMEHT Hayana Tepanumn aTanypeHom
Characteristics of patients at the time of initiation of ataluren therapy

Haynnune KOTHUTUBHBIX,

OpurrnHanbHasa cTaTbA

Bospacr 9MOLMOHAIIBHO- BOJIEBBIX U Hanuue TyronoaBuxxHOCTH Hamsie .
Ne mauuenra ML MOBEIEHYECKUX HapyLLIeHUI TOJIEHOCTOITHBIX CYCTaBOB USOBITOUHOIE ODB, |
Patient’s No zz?gg::};ggl Pres.ence of c.o.gnitive, Presence qf §tiﬁ”ness Prez{ei(l:c?:g‘e;(acess FEV, < 80%
N arm—— emotlol}al-voht.lonal and ankle joints badtoe
behavioural disorders

1 2.8 - — ¥ H.u. | N.i.
2 3.5 A — + H.u. | N.i.
3 3.7 - — - H.u. | N.i.
4 3.8 A aF — H.u. | N.i.
5 5 — - H.u. | N.i.
6 5.2 — — - —

7 5.5 - — - —

8 5.6 3 = = =

9 5.6 A - = -

10 5.8 A - — H.m. | N.i
11 6.2 + — — —

12 7.2 — — - —

13 7.2 + + - —

14 7.6 + 4 _ _

15 7.7 + + - —

16 7.8 A - — H.u. | N.i.
17 8 + + - H.u. | N.i.
18 8 — — 4 -

19 8.5 + — 4 F
20 9 + = + =
21 9 + + 4 —
22 10 s +* + —
23 10 — + — —
24 12.5 aF 4 _ _

IIpumeyanune. H.u. — He uccienoBany.
Note. N.i. — not investigated

O6cyxaeHune

B nameit Beioopke nanueHToB ¢ MJIJ cpenHuii Bo3-
pacT Hauajia CaMOCTOSITeJIbHOI XonbObl cocTaBu 14,3 mec,
YTO COOTBETCTBYET HOPMATMBHBIM IIOKa3aTesiM Bcemup-
HOI opraHuszanuu 3apaBooxpaHeHus [31] u cormacyetcs
¢ pesyabTatamu ucciaenoBanus G. Norcia 1 coaBT., TIe 3TOT
nokasatesb y aereit ¢ MJIJI cocraBun 16,4 mec. [32].

CpenHuii Bo3pacT aebroTa 3a00JieBaHUS Y MaJbYMKOB
ObLI paBeH 3,3 roga, cpeaHMI Bo3pacT oOpallleHUs K Bpa-
gy — 4,25 roga, BO3pacT IMOCTaHOBKHU IMarHo3a — 5,5 ro-
Jla, 4TO OTJIMYaeTcs oT rmokasareseii peructpa MD STAR-
net Mo Kaxmomy mapameTpy npumepHo Ha 1 rox (2,5, 3,5
u 4,9 roma COOTBETCTBEHHO [14].

JuarHoctryeckoe MpOMEVIEHUE B Halleil BbIOOpKe
COCTaBWJIO 2 rona 4 Mec, YTO CpaBHUMO C JaHHBIMU PEeTru-

Original investigations

ctpa MD STARnet [14]. DTo MOXHO OOBSICHUTbH HECIIe-
LHU(UIHOCTBIO MEPBBIX CUMIITOMOB 3a00JIeBaHUSI, OTCYT-
CTBHEM HACTOPOXXEHHOCTH Y POAMTENIEN, a TakKxKe HU3KOU
MHOOPMUPOBAHHOCTHIO Bpadeil CMEXHBIX CIEeIHUaTbHO-
creii (reauartp, opToIed, Bpayd JieueOHOU (PU3KYIbTYpPHI)
B OTHOIICHWHU TIEPBHIX KIMHWYECKUX W JIAaOOPAaTOPHBIX
npusHakoB MJIJI. CaMbIM 4yBCTBUTEJIbHBIM MapKepPOM 3a-
boJieBaHMSI ABISIETCS BHICOKUIT ypoBeHh KMDK B CHIBOPOT-
Ke KPOBH, B CBSI3U C YeM BCeM MaJlbuMKaM cTapiie 18 mec
C 3a7Iep>KKOIl MOTOPHOTO U TICKXO-PEYeBOTO Pa3BUTHS pe-
KOMEHIyeTcsl TPOBOIUTH 3TO UccienoBaHue [33—35].
I'KC B agekBaTHOIi 103¢ U pexuMe (MpeaHU30-
goH, 0,75 mr/kr win gednazakopr, 0,9 MT/KT B CYTKH
exenHeBHo) [20, 36, 37] npunumanu Bcero 13 (56%)
MayeHToB, a Bo3pact nuHummanuu tepanuu 'KC cocra-
Bui 6,3 = 1,8 roma. [ToznHee HazHaueHue I'KC oGyciioB-
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Fig.1. The results of the 6-minute walk test in subgroups I (a) and 1l (b).

JICHO HEJIOCTaTOYHOW WHOOPMUPOBAHHOCTHIO Bpaueut
00 3¢ GeKTUBHOCTU JaHHOTO Buaa Tepanuu npu MJJI,
OMaceHUsIMU B BO3HUKHOBEHUM HEXeJaTeJbHBIX SIBJIC-
HUI TpU UX TPUMEHEHUU, TOTAa KaK Pe3yIbTaThl UCCIIe-
JOBaHWI 3apyO0exKHBIX aBTOPOB MOATBEPXKIAIOT IPEU-
myuiectBa HazHayeHus ['KC metsM mutamiiero Bo3pacra
JI0 3HAUYUTEJIbHOTO CHUXXEHUS (PU3NYECKON aKTUBHOCTH
[37, 38]. Hoka3zaHo TakxXe, 4To miuTesbHas Tepanus ' KC
MPOJJIEBAET MEPUON CAMOCTOSITEIbHON XOAbOBI U IbIXa-
TeJqbHy0 dhyHKIMo [37, 39].

Huszkasa xkomrutaeHTHOCTh Tipu nipuéme 'KC B oc-
HOBHOM CBSI3aHa C pa3BUTHEM HEXeIaTeJbHbIX SIBJIC-
HUM, TAaKUX KaK 3aepXKa pocTa, Habop Beca, pa3BUTHE
cunapoma Muenko—KymmHra, ogHakKoO 3TU CUMITOMBI
MOAMAIOTCS KOPPEKIMMU, U, C YYETOM COOTHOUIECHUS
puck/monb3a, Tepanusd I'KC pomkHa TIpomoKaTh-

&4

cs Jaxe TOcCje TOoTepu aMOyJaTOPHOCTH ITallMeHTOM
[18, 37, 40].

B Hareit BBIOOpKE MAllMEHTOB MBI OLIEHWBAJIW HaJIM-
Yre KOTHUTHUBHBIX, SMOIIMOHATBLHO-BOJIEBBIX U TTOBEICH -
YECKMX HapylIIeHW! W BBISIBWJIM BBICOKWI TIPOIIEHT WX
BcrpedaeMocTu (70,8%), 4TO COOTHOCUTCS C JAHHBIMU PSI-
Jla UCCTIEIOBAaHU, TIIe Y MAJIbYMKOB BBISIBJISIIICH CHHAPOM
nedurra BHUMaHMS C TUTIEPAaKTUBHOCTBIO, pacCTPOMCTBA
ayTUCTUIECKOTO CMEeKTpa, TPEBOXKHOCTh, MHTEJUIEKTYalTb-
Hasi HemoCTaTOUYHOCTD [41, 42]. B cBSI3U ¢ TUM 3aHATUS
¢ e(eKToI0rOM, JIOTOTIENOM, TICMXOJIOTOM PEKOMEH/TyeT-
Cs HAYMHATh C CAaMOTO PaHHETO BO3pacTa M IPOJoJIKaTh
B TeueHMe Bcero Iepuonaa B3pociaeHus [18, 40] mom KoH-
TPOJIEM MPOMPMIBHBIX CITEIIMATCTOB.

N36biTounas macca tena (BAZ Z-score +1,75) BbIsIB-
JieHa y 25% TallieHTOB, B OCHOBHOM CTapIliero Bo3pacTa,

Original investigations
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Fig. 2. Scoring on the North Star Ambulatory Assessment in subgroups I (a) and Il (b).

4TO 00YCIOBJIICHO CHUKEHUEM JBUTATEIbHOM aKTUBHOCTH,
a Takke pa3ButheM cuHapoMa Mnenko—KyimmHra Ha o-
He mutenbHoro npuéma 'KC. Koppekuust n30bITOUHOIM
MaccChl Tejla IIPOBOAMUTCS Y MAIIMEHTOB IyTEM CHUXKECHUS
KaJIOPUMHOCTY IHUTAHUSI M ONTUMU3ALUU (U3NISCKUX
Harpy3ok [18, 40].

TyronoaBMKHOCTh TOJICHOCTOITHBIX CYCTaBOB BBISIB-
JieHa Vv 9 maluyeHToB, OOJIBIIMHCTBO M3 HMX ObUIM CTap-
e 7 net. JlaHHble U3MeHeHUsT (POPMUPYIOTCST BCICACTBIE
pacnaja MBIIIEYHON TKAaHU U 3aMELLEHHUS] €€ COSTUHUTEIIb-
HOI TKaHbIO, a TAKXKE YMEHBILIEHUSI 00béMa IBUKEHUIA B TO-
JICHOCTOITHBIX CyCTaBaX 3a CUET CHYDKEHMS MBIILIEYHOM CH-
Jiel [9, 18, 40]. TyrononBM:XKHOCTb MOXKET BCTpeJaThCsl yKe
B paHHel amOyaTopHoii craguu 3aboneBaHus [43]. Hapsany
¢ npuMeHeHueM ['KC, ontuManbHOe TO3MLIMOHUPOBAHUE,
OPTE3MPOBAHUE U €XKETHEBHBIC PACTSIKKU SIBJISTIOTCST 00s13a-
TEJIbHBIMU MEPOIIPUSITUSIMY TIPU OKa3aHUU MYJIbTHINCIIY -
TUIMHApHOH nmomMolu namueHtam ¢ M [9, 18, 40].

Original investigations

PanHwMii Bo3pacT malMEHTOB M HAJU4YMe KOTHUTHB-
HBIX HapYIICHUM SIBJISUIMCh OTPaHUYMTEIbHBIMU (PaKTo-
paMHU B OlLieHKe (bYHKIIMY BHEITHETO IbIXaHUsS Y IMallueH-
TOB, BBUJY YE€ro MCCJICIOBaHUE OBUIO IPOBEICHO JIMIIb
y 16 (66,6%) neteii, U3 HUX TOJbKO y 1 MajJpyMKa cTap-
e 7 ieT orMeveHo cHuxenne O®B, < 80%, npu aToM €ro
(YHKLIMOHAIBHBIN CTaTyC TakXKe ObUT CHUKEeH. CHIKeHUe
(bopcUpOBaHHOOM XU3HEHHON EMKOCTH NErkux u ODB,
B BO3pacTHOM auaria3oHe oT 5 1o 24 et [44] cBsi3aHO
¢ IoTepeil aMOyJaTOPHOCTU U SIBJISIETCS IPEAUKTOPOM
CHIKEHMS ObIxaTenbHoU pyHkumu [45]. Takum odpaszom,
BaXXHBIM aCIIEKTOM MYJIbTUIMCIUILIMHAPDHOIO BeACHUS
nauueHToB ¢ MJIJl s1BAsieTcs peryisipHOe IpOBEAcHUE
CIIMPOMETPUH C LIEJIbIO PAHHErO BBISIBIICHUS HapYIICHUIA
JIbIXaTeJIbHOM (DYHKIIUU 1 UX KOPPEKIIUM.

B Hameii rpymnmne mIMTeIbHOCTb HAOMIOAeHUS Ha (ho-
HE IPUMEHEHUS IIaTOTEHETUYECKOW Tepalliuy aTajlype-
HoM BapbupoBana ot 12 1o 38 mec. O1ieHKa IBUTaTEAbHON
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OpwurvHanbHasa cTatbA

(bYHKLIMM C TOMOLIBIO TeCTa 6-MUHYTHOM XOIBObI U LKA~
nel «CeBepHas 3Be3fa» IoKasajla, 4To Y abCOJIIOTHOTO
6osbiimHeTBa (91%) nauueHToB B moarpyie I umeer me-
CTO YJIy4IICHVE WA CTAOUIN3aLIMsI JaHHBIX TTOKa3aTesIeH.
Y | mammeHTa ¢ BO3pacTOM MHULIMALIMY Tepanuu 6,2 rona
MOKa3aTe/Iu AMCTAHIUU XOAbObI CHU3WINCH ¢ 332 10 126 M
B TeyeHHe | roma, omHaKO HAIO OTMETUTh, YTO MaJIbUYMK
3a yKa3aHHbII Tepuo mprOaBUJI B BECE 5 KT, B CBSI3U C UEM
n03a TIpemHn30JI0Ha cocTaBmia (0,5 MI/Kr B CyTKH, KpOMe
TOTO, TIPY BBIIIOJJTHEHUM TECTUPOBAHUSI OTMEUYEHO ILJI0X0E
COTPYIHMWYECTBO BBUIY HAIMUMS HAPYIICHU TOBEICHUSI.

B monrpynne II y 5 (38,4%) mauueHTOB UCXOOHBIA
cpenHuit 6amn no mwkane «CeBepHas 3Be31a» COCTaBUI 9,6
(8—11), 3 HUX 2 MaIMeHTa MOTEPSIIA CIIOCOOHOCTH K ca-
MOCTOSTEJIbHOMY TIEPEIBUKEHMIO B TCUECHUE 2 JIET, TOTIa
KaK y MalMeHTOB, UMEIOIINX 00Jiee BRICOKMI (DYHKIINO-
HaJIbHBIIM cTatyc — 7 (61,8%) neteil ¢ MCXOMHBIM CPeTHUM
6amiom 23,125 (15—30), HabGmomanu yny4iieHue WM 3a-
MeIJICHHE IIPOTPeCCUPOBaHMS 3a00JIeBaHNS.

Wccnenoanus V. Ricotti u coaBT. npoaeMOHCTPUPO-
BaJIM, YTO MALIMEHTHI B BO3pacTe cTapiie 7 JIeT, oIyJaro-
mue ['KC, umeromue 13 u 9 6amnos mo mkaie «CeBepHast
3Be3Ma», IMOTEPSIOT CIIOCOOHOCTh K CaMOCTOSITCIIBHOMY
MepeaBIKeHUI0 yepe3 24 u 12 Mec COOTBETCTBEHHO [7].
¥ 5 mauueHTOB B BO3pacTe cTapiiie 7 JIeT, BOLIEAIIMX B Ha-
IIe MCClIemoBaHue, OlleHKa 1o Imkane «CeBepHasl 3Be3-
Ia» TaKKe BapbrpoBajia B 3TUX mpeneiax (8—11 6amios),
OIHAKO TOJBKO 2 U3 5 AeTell MoTepssii aMOYyJIaTOPHOCTD,
a OCTaJbHBIE COXPAHWJIM NBUTATEJIbHYIO (DYHKIIMIO, YTO
MOXHO OOBSICHUTH COUYETAaHMEM IIPMMEHEHUS IaTOTeHEe-
Tnyeckoi Tepanuu aranypeHoM u 'KC. Takum obpasom,
npUMeHeHue aTajypeHa y MajabuukoB ¢ MJIJI mpuseio
K VJIYYIIEHUIO TBUTATEIbHON (DYHKIIMK MM 3aMeIJICHHUIO
e€ perpecca.

ITpu ananuse nanHbpx peructpa STRIDE (rpomoika-
fo1Ieecst MeXIyHapoaHOE HaOII0IaTe IbHOS UCCIIeI0BAHNE
6e3omacHoOCTH aTamypeHa y aui ¢ MJIJI), ocyiiecTBieH-
Horo B 2022 T., BBIABJIEHO, YTO JJIMTEIBHOE TPUMEHEHNE
npemnapata (4,6 roma) B peajbHON KJIMHUYECKOM IMpak-
TUKE CBSI3aHO C OJIAaronpusITHBIMM JaHHBIMUA O Ge3orac-
HOCTM W 3aIepKKON IIporpecCHpoBaHUs 3a0o0JIeBaHUS
[46]. B 2023 r. 6butM ONMyOJMKOBAHbBI JaHHBIE 1O OLEHKE
3(OEKTUBHOCTH U 0E30IMACHOCTU aTajypeHa cpeaud Ta-
ueHToB ¢ MIIJ1 B Bo3pacte > 5 JIeT, rie Takxke MoKa3aHo
3HAYMMOE ITPEUMYIIIECTBO B OlIeHKe (DYHKIIMOHAIBHBIX TE-
croB (mkana «CeBepHast 3B€31a», TECT 6-MUHYTHOM XOIb-
Obl) Y AIMeHTOB, MOIYyYalorX Tepanuio [47, 48].

ITo pe3yapTaTaM KOHCEHCYCA 10 TePaIIMU aTaTypPeHOM,
KJIMHUYIECKUMA OIBIT U MHEHUS 9KCITIEPTOB CBUACTEIHCTBY -
IOT O TOM, YTO NPUMEHEHHME 3TOrO IIperapara y MmaieH-
TOB, KaK CIIOCOOHBIX, TaK U HE CITOCOOHBIX CAMOCTOSITEJIb-
HO TIePEIBUTAThCS, OKA3bIBACT MOJIOKUTEILHOE BIMSIHUE
Ha MCXOAbl M KayeCTBO XXM3HM M IOJDKHO OBITH 4aCThIO
CTAaHIAPTHOM Tepanmuy BHE 3aBUCMMOCTHM OT CTaTyca Ia-
mueHToB. [1o MHEHMIO 2KCIIEPTOB, JIeYCHHUE aTaTypeHOM
saBIgeTcs 3G GEKTUBHBIM I MALMEHTOB BHE 3aBUCHMO-
CTH OT UX CIIOCOOHOCTHU CaMOCTOSITEIbHO MEePEIBUTATHCS,
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U TIOCKOJIBKY JieueHHe ocTaéTcs 3(PpPEeKTUBHBIM, €ro clie-
JIyeT MPOI0JIKaTh 0 TeX 0P, ITOKa 1 Bpay, U MalleHT XO-
TAT U CYUTAIOT HEOOXOIMMBIM ITPOIOJIKATE ero [49].

3aknuyeHne

Pannsist quarHoctuka M/l u cBoeBpeMeHHas1 UHU -
LIMALUs Teparuu ¢ COONIOACHUEM BCEX CTaHIAPTOB Be-
IeHUS TAaIlMeHTOB UMEIOT pellarolee 3HaYeHNe TSI CO-
XpaHEeHUS ABUTATebHON (yHKIMU. [laToreHeTMUecKas
Tepanus aTaIypeHOM YBEJIMYMBACT IJIUTEIHBHOCTh aMOy-
JIATOPHOM CTamuu, yaydiias W/WiId CTaOMIM3UPYST MO-
TOpHBIE HAaBBIKA MALIMEHTOB. DPPEKTUBHOCTD JIeUYSHUS
3aBUCHUT OT IIPOIOJIKUTEIFHOCTH 3a00JieBaHUS U (PYyHK-
IIMOHAJIBHOTO CTaTyca MaleHTa Ha MOMEHT HavaJia mpo-
BEICHUS TePaIIUu.
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