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Mporpeccupytowas mbiweyHas auctpodus NrowenHa (ML) — HacnencTBeHHOe X-CUenseHHOe HEPBHO-MblLWEYHOe 3a-
OoneBaHue, NpoABNAKLEECS, KAK NPABUIIO, Y MaNbYUKOB B BO3pacTe 2-5 NeT U UMeloLyee nporpeccupyollee TeyeHue.
CornacHo AaHHbIM O eCTECTBEHHOM TeyeHun GonesHu, nauneHTsl ¢ MIJ k Bo3pacty 13 neT yTpaunBawT CNOCOGHOCTL
K caMocToATesNbHOM XoAbOe. B 60/bMHCTBE CyYaeB NeTanbHbli UCXOA HacTynaeT B 20—30 NeT 0T KapAMOPECTNPATOPHbIX
OCNOXHEHNH.

B nocnepHue rofbl nosBUAMCh Npenapatbl As NaToreHeTUYeCcKoil Tepanuu AaHHoro 3abonesaHns. OAMH U3 Takux npe-
naparos — aranypen (TpancnapHa®). OH npumensieTcs y naumnentos ¢ MAJ, Bbi3BaHHON 06pasoBaHueM CTON-KOAOHA
(HOHceHc-MyTalum) B reHe DMD, 0TBETCTBEHHOM 33 pa3BUTHE 3a00NeBaHMs.

B naHHoO# cTaTbe npuBefeH OMbIT NpUMeHeHus npenapata atanypeH (TpaHcnapHa®) y ManbuMKoB — XuTeneit ropopa
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The experience of using ataluren in Duchenne muscular dystrophy in Moscow: first results
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Duchenne muscular dystrophy (DMD) is an X-linked inherited neuromuscular disorder typically manifesting in boys aged
2-5 years, characterized by a progressive course. According to natural disease progression data, individuals with DMD
typically lose the ability to walk independently by the age of 13. In most cases, the disease leads to cardiorespiratory
complications, resulting in a lethal outcome between the ages of 20-30.

In recent years, there have been therapeutic agents developed for the pathogenic treatment of this condition. One such
medication is ataluren (Translarna®), used in patients with DMD caused by the formation of a “stop codon” (nonsense
mutation) in the DMD gene, responsible for the development of the disease.

This article presents the experience of applying ataluren (Translarna®) in boys residing in Moscow who suffer from Duchenne
muscular dystrophy.
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BBepeHue

IIporpeccupyroiast MblliedHast AucTpodus JoieH-
Ha (M) — HacieacTBeHHOe X-ClLeIJeHHOe HEPBHO-
MBIIIEYHOE 3a00JIeBaHUE M3 IPYIIIbI AUCTPODUHOIATHUIA,
BbI3BaHHOE MyTaLlMsIMU B reHe DM D, KonupyiolieM 0eJIoK
JIUCTPOPUH.

Jdeduuunt unm HapyuieHue GyHKUUU AUCTpodrHA
KJIMHUYECKU XapaKTepU3yeTCsl pa3BUTUEM MBIIIEYHOMN
C1a00CTH, PEUMYIIIECTBEHHO B IIPOKCUMAJIBHBIX OTAEIaX,
a TakkKe KapIMOMMOIIaTUM. B cBs3M ¢ 3aMellieHreM I10-
BPEXIEHHBIX MBIIIIL XKUPOBOU 1 COEAMHUTETHHOMN TKaHbIO
y MallMeHTOB Pa3BUBAETCS XapaKTEPHbIA CUMIITOM — TH-
nepTpodusi UKPOHOXKHBIX MBIIIIL, KOTOPYIO Yallle Ha3bIBa-
IOT TICeBAOTUIepTpodreii, MOAUYEPKBas TEM CaMbIM, YTO
yBeJIMYeHKe 00beMa IMPOMCXOMUT He 3a CYET MBIIIICYHOI, a
3a CYET COeMMHUTEIbHOM U K1poBoil TKaHU. Kpome Toro,
CHUCTEMHBIN AeUIUT TUCTPO(GUHA MOXET IPOSIBIISTHCS
HapyllleHueM KOTHUTUBHBIX (YHKIIWI: 3a1epKKOI peye-
BOT'0 Pa3BUTUSI, PACCTPOMCTBAMU ayTUCTUYECKOTO CIIEKTpa,
TPYAHOCTSIMYU B OOYYEHUU U JP.

3aboneBaHMe HacaeayeTcs o X-CLeTIeHHOMY peliec-
CHBHOMY THITY, [IO3TOMY Yallle MPOSBISICTCS Y JIUI[ MYX-
ckoro nojia. [lepBble CUMITOMBI 3a00JIeBaHUs, KaK Ipa-
BWJIO, HeCTIEM(UYHBI: YTOMIISIEMOCTh, HEJIOBKOCTD TIPU
xXoan0e, TPYAHOCTU ITPU MOAbEME 110 JIECTHMIIE 1 IIPU Oere.

XapakTepHbIM OMOXUMUYECKUM MapKepOM SIBIISICTCS
TOBBIIIIEHHUE YPOBHS KpeaTUH(hOCHOKMHAZHI.

Bospact ycraHosneHust nuarHo3a MJ1J1 Bo MHOrom 3a-
BHICUT OT HaCTOPOXXEHHOCTH Bpaveii, BOBMOXXHOCTH TUCIIaH-
CEPHOTO OIpeACICHUST YPOBHS KpeaTUH(MOCHOKMHA3HI 1 10-
CTYITHOCTU MOJICKYJISIPHO-TEHETUYECKOM TUAarHOCTUKMU.

IIpu ecTecTBeHHOM TeueHUU 3a00JICBaHMSI, B CPSIHEM
K 13 rogam, natmeHTsl ¢ MJIJ1 TepstioT BO3MOXKHOCTb CaMO-
CTOSITEJTHbHO TiepenBuraThest. CMepTh HacTynaeT K 20—30 rogam
OT KapJUOPECIIMPATOPHBIX OCTOXKHEHUI [1—3].

ITatorene3z M/ cBsi3aH ¢ MyTalUsIMU B TeHE IMC-
TpoduHa (DMD), npuBOASAIIMMY K pa3BUTHIO AeDULIUTA
1/WJIW HapyIIeHWIO CUHTEe3a U (PYHKIIUKM OJHOMMEHHOTO
Oenka. [eH nucTpodrHa — OAMH U3 CaMbIX OOJIBIINX TEHOB
yesoBeKa; Tak, 10—15 % ot 006111ero KoJam4ecTBa BO3MOXK-
HBIX MYTALIMi1 COCTABJISTIOT HOHCEHC-MYTAaIUK (MI3MEHEHMSI
HYKJICOTMIHOM ITOCJIEIOBATEIbHOCTH B TeHE, IIPUBOISIIIE
K 00pa30BaHUIO CTON-KOMOHA M, KaK CJISICTBUE, ITPeKpa-
LIeHUI0 COOpKM OenKa) [4].

AranypeH (TpaHncnapHa®) — npemnapatr IS JieyeHHS
M/, BbI3BaHHOI HOHCEHC-MyTaluei B reHe DMD. Ata-
JIypeH MO3BOJISIET TPAHCIUPYIOIIEl pOOCOME CUYMTHIBATh
nHdopmMmaiuio ¢c MPHK, comep:kalieit mpexxaeBpeMeHHbI
CTOIT-KOJIOH, M CUHTE3MPOBaTh MTOJIHOPA3MEPHBIi OEJIOK.

IIpemapar BbIIycKaeTCs B callle, COAePKaIIUX aTajly-
peH B go3ax 125, 250 u 1000 Mr B BuAe mopoIKa sl Ipu-
eMa BHYTPb.

CoriacHO MHCTPYKIIMHU, Mpenapar nokKa3aH JIJjIs Jieue-
Hust M/1/1, BBI3BaHHOI HOHCEHC-MYTallMeil B TeHe Auc-
TpodUHa, y XOISIYMX MalMEeHTOB cTapiie 2 jeT. [IpoTuso-
MOKa3aHUSIMU K €r0 Ha3HAYCHUIO SIBJISTFOTCS TTOBBILIICHHASI
YYBCTBUTEJIBHOCTh K aTaJypeHy WIN JIO00MY IPYroMy
KOMITOHEHTY, BXOJSIIIIEMY B COCTaB Ipernapara, COBMECTHOE
MPYMEHEHNE BHYTPUBEHHBIX aHTUOMOTUKOB TPYIIIBI aMHU-
HOTJIMKO3UJIOB, OEPEMEHHOCTh W IEPUON TPYIHOTO
BCKapMJIMBaHMSI, IETCKUI BO3pacT A0 2 JieT [5].

Ieab HacTosIIEl PaGOTBI — CYMMMPOBAHME OITbITA
npUMeHeHMs ataiypeHa 3a nepuoj ¢ 2021 mo 2023 r. Ha
0ase PedepeHc-11eHTpa BpOXKIEHHBIX U HACIEACTBEHHBIX
3a00JIeBaHUI, TEHETUYECKMX OTKJIOHEHUI, OphaHHBIX
W Apyrux peakux 3adoneBanuii 'bY3 «Mopo3oBckas get-
cKasl TOpoJIcKasi KIIMHUYecKask 6oyibHULIA [ernapTaMmeHTa
3paBooxpaHeHus I. MockBbl» (najee — LleHTp) y Majib-
YUKOB — XuUTejel ropoga MockBsl, crpagarommnx MJIJI,
BBI3BAaHHOM HOHCEHC-MyTallMeil B TeHe AMCTPOpUHA.

Martepuanbi u metopbl

CrauuoHapHoe oOciegoBaHue nmanueHToB ¢ M/
MPOBOIUJIOCH B OTIEICHUN HACICACTBEHHBIX HAPYIIEHUIA
oOMeHa BellleCTB, aMOyIaTOPHbBIC KOHCYJIBTAllMM — B Me-
JIUKO-TEHETHUYECKOM OTAeIeHUN. MenuIMHCKast TOMOIIb
OKa3blBaJIach B IJIAHOBOW M — IPU HEOOXOIUMOCTH —
B 3KCTPEHHOI (hopMme.

Pabota Ha 6a3e MHOTOpPOMUILHOTO CTallMOHAapa Mo~
3BOJISICT MIPOBOIUTH 00C/IEIOBAaHNE M KOHCYJIBETUPOBaHUE
nanyeHTa ¢ M1 ¢ mpuMeHeHreM MYJIbTUAUCIUIUIMHAD-
HOTO ITOAX0/a, YYUTHIBAIOIIETO BCE OCOOCHHOCTU U CUM-
NITOMBI KOHKPETHOTO ManueHTa. OpraHusanus paboThl
B paMKax lleHTpa 10o3BoJIsIET peaan30BaTh CUCTEMY 3aM-
KHYTOTO IIMKJIa HaOJIOACHUS 3a TTAallMEHTOM, ITPY KOTOPOit
pebdeHok ¢ MJI/I B ciiydyae HEOOXOAUMOCTU MOXKET OBbITh
TOCTIMTAIU3UPOBaH UIsI KOMILJIEKCHOTO 00C/Ie0BaHMS,
noabdopa Tepanuu, Ha3HAYEHUS] CUMIITOMATUYEeCKON Te-
pamnuu, a B DaJbHEHIIEM MepenaH sl JUCIaHCepPHOTo
HaOJTIOCHUST M TMHAMUYECKOM OLICHKU B aMOyJIaTOpHOE
3BeHO. [Ipy 3TOM OCMOTp M OLICHKY ITO JABUTATEIbHBIM
IIKaJIaM MPOBOAMT OIMH U TOT Xe Bpad-CIIeLIMATIMCT KaK
Ha CTallMOHApHOM, TaK M Ha aMOYJIaTOPHOM 3Tarle, 4TO
MO3BOJISIET MUHUMU3UPOBATH ITOTPEIITHOCTH ITPU TECTUPO-
BaHMM, a TAKKE YIUTHIBACT MHAWBUIAYaTbHBIC OCOOCHHOCTH
Te4eHUsT 3a00JIeBaHUSI Y KaXKIOT0 MallMeHTa.

C 2021 r. mo Hacrosiee BpeMs (2023 ) B LleHTpe Ha-
0JIIOIaI0TCS 1 TTOJYYaloT Tepanulo penapaTomM ataiypeH
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16 mauueHToB ¢ uarHo3oM MJIJI, o0ycI0BIEHHO HOH-
ceHc-MyTauueit B reHe DMD. 3a aHaIu3upyeMblii IEpUO/I
8 GOJIbHBIM ObLTIa MHUIIMMPOBAaHA ITaTOreHeTUYEeCKAasl Te-
panus Ha 6a3e LlenTpa. YacTb nmaieHTOB ObUIM BKJIIOUE-
HBI B TPYITITY HAOJIIOACHUS MOCTIEe 3aBEPIICHUS KIMHUYE-
CKMX HCCJIeIOBaHUW arajdypeHa Ha 0ase Apyrux
MEIULMHCKIX YYPEKICHUA.

C y4eToM pa3HULIbI B TIepuoae HaAOIIOAeHUS 1J1s1 00b-
E€KTUBU3AIUY TIOJIyYeHHBIX PE3YJIBTATOB B paMKax Imy0JIv-
KalMu MpeAcTaBieH aHaiu3 JaHHBIX 11 nauuenToB ¢ M,
00YCJI0BJIEHHOU HOHCEHC-MyTanueit (Taoan. 1, 2).

MuHUMaJTBHBIN TTeproa HaOMIoAeHUS COcTaBWI 1 rog.

B kadecTBe OLIEHKM ABUTATENbHBIX QYHKIIMI KCIIOJIb-
3oBajachk 1mkKajla NSAA (North Star Ambulatory
Assessment, amOysaTopHoe obcienoBaHue «CeBepHasi

Tadmuma 1. Bospacmubie xapakmepucmuku nayueHmos, NOAYHaiouux amanyper

Table 1. Age characteristics of patients, receiving ataluren

3Be3/1a»), COCTOsIIAs U3 17 MyHKTOB, OLIEHMBAaeMbIX B Oa-
nax ot 0 go 2 (MakcuMabHas oleHKa — 34 6aja).

MHunmanbHble oleHKH 1o 1mkane NSAA 1151 HEeKoTo-
PHBIX IeTeil, Ha4aBIIKX IIPUEM IIperapaTa aTalypeH B paMKax
KJIMHMYECKUX UCCIIEMIOBAHMIA, HEMOCTYITHBL. Takske ceayeT
OTMETUTh TPYAHOCTH ITPU OLIeHKE 3(PGHEKTMBHOCTH Tepariviu
¢ MPUMEHEHUEM TAHHOM IIKAaJIBI y AeTei paHHEro BO3pacTa
(Mnanire 4 yeT), a Takke y IeTel ¢ MoBeAeHYECKMU Ha-
pymieHusmu. PasHuna B 3 6ania no wmkaine NSAA (npu
YCJIOBUY MHULIMAJILHOM OLICHKH >8 0aJIJIOB) paclieHeHa KaK
JTOITyCTUMaAsI TTIOTPEIITHOCTh ITPY TECTUPOBAHUM.

O PeKTUBHOCTH Tepanuu aTaaypeHOM IS TTalueH-
TOB, He TOAJAIOIIUXCS OlieHKe 1o 1mKajie NSAA, olleHu-
BaJlaCh Ha OCHOBaHUHU Pa3BEPHYTOTO HEBPOJIOTMYECKOTO
craTyca.

Patient The age at which the first : :
. Age of diagnosis
signs appear
1 6 mec* 1ron
6 months* 1 year
2 10 mec* 12 net
10 months* 12 years
3 1 rom* 2 roga
k
1 year 2 years
4 3 mec* 6 Mec
3 months* 6 months
5 4 mec* 9 mec
4 months* 9 months
6 2 roga 3,5rona
2 years 3.5 years
7 1,5 rona 5 et
1.5 years 5 years
8 4 mec* 4 rona
4 months* 4 years
9 4 rona 4 rona 10 mec
4 years 4 year 10 months
1,5 rona 5 et
10
1.5 years 5 years
5 ner 9 ner
11
5 years 9 years

3year 4 months

The age of the beginning HT | The age of initiation of ataluren
therapy
4 rona 3,5 rona
4 years 3,5 years
12 net 12 et 7 mec
12 years 12 years 7 months
3 rona 4 mec 3 roma 8 mec

3 years 8 months

He nonyvaer 2 roga 2 Mec
Does not accept 2 years 2 months
4,5 rona 2 roma 4 Mec
4.5 years 2 years 4 months
4,5 rona 5,5 rona
4.5 years 5.5 years
6 ner 8 ner
6 years 8 years
8 et 8,5 roma
8 years 8.5 years
5 net 7,5 roga
5 years 7.5 years
5 et 7 Mec 6 et 9 mec

5 years 7 months

9 et
9 years

*[losbiwienue yposHeii mpaHcamunas u KpeamunpocghoKkunaswl 8 aHaiu3ax Kposu.

Ilpumenanue. I'T — copmonanvhas mepanus (npedHu3040H, deghrazaxopm,).

*[ncreased levels of transaminases and creatine phosphokinase in blood tests.
Note. HT — hormone therapy (prednisone, deflazacort).

6 years 9 months

11,5 roma
11.5 years
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Taoauna 2. JJunamuueckas oyenka Ha gorne mepanuu no wikare NSAA
Table 2. Dynamic assessment during the therapy by NSAA score

Patient

The age of initiation of PT

1 3,5 rona 2 rona
3.5 years 2 years
2 12 et 7 mec 10 mec
12 years 7 months 10 months
3 3 roga 8 mec 2,5 roga
3 years 8§ months 2.5 years
4 Het nanHbIx 1 ron
No data 1 year
5 Het nanHbIx 2 roga
No data 2 years
6 5,5 roma 2 roga
5.5 years 2 years
7 8 met 5 ner
8 years 5 years
8 8,5 roma 4 roma
8.5 years 4 years
9 7,5 roga 5 et
7.5 years 5 years
10 6 et 9 Mec 3,5 rona
6 years 9 months 3.5 years
1 11,5 roma 5 et
11.5 years 5 years

Observation period*

Dynamics by NSAA, score NSAA score during last

examination

+2 25
=2 6
0 25
Her nanHbIX Her nannbix
No data No data
Her nanHbIx 12
No data
+3 30
-1 30
—10 6
=3 28
=2 24
0 16

* /115 nAUUeHMo8, 8KAUECHHbIX 8 2DYNNY HAOA0eHUS NOCAe 3A6ePUECHUS KAUHUMECKUX UCCACO08AHULL, UCNOAb308ANUC OAHHbIE
ouyenku no wikase NSAA 6 pamkax Kaunuueckux uccaedosanuii (6 cayuae HAAUHUs IMUX OAHHBIX 8 MEOUUUHCKUX 0OKYMEHMax).

Ilpumenanue. IIT — namozenemuueckas mepanusi.

* For patients enrolled in post-clinical study follow-up, clinical study NSAA scores were used (if available in medical records).

Note. PT — pathogenetic therapy.

C 11e71p10 OOBEKTHBHOI OLICHKM TepaIliK IIperapaTomM
aTajypeH NMpUBEIECHHBIC Pe3y/IbTaThl CPABHUBAIOTCS C MaH-
HbIMU MyabTHLEHTpoBoro peructpa STRIDE (Spoofing,
Tampering, Repudiation, Information disclosure, Denial
of service, Escalation of privilege — nmoaaenbHbIe aTaku,
BMeEIIIATeILCTBO, OTPUIIAHUE, PACKPBITHE MH(MOPMAIIUH,
OTKa3 B 0OCITY>KMBAaHWM, TIOBBILIICHUE TTPUBUICTHIA) — Heii-
CTBYIOILIETO HAOTIOMATEIBHOIO MEXKIYHAPOIHOIO peecTpa
06e30macHOCTU M 3(P(GHEKTUBHOCTU TIPUMEHEHUS aTaypeHa
(unentudukarop Clinical Trials.gov: NCT02369731), omy6u-
KOBaHHBIMM MPOMEXYTOUYHBIMU pPe3ybTaTaMu Ha 9 WISt
2018 r., a TaKKe C eCTeCTBEHHBIM TeUeHHEM 3a00J1eBaHs
0€e3 MaTOreHETUYECKOro JIeyeHus [6].

Pe3synbrathbl

B ananu3upyemoii rpymie nauueHTOB CpeaHUI BO3-
pacT MOSBJACHUS MEPBBIX CUMIITOMOB COCTaBUJI 1 Tof
7 mec (ot 3 Mec go 5 netr). CorsacHo NMyOJMKALIMSIM,
OOJILIIMHCTBY mauueHToB ¢ MJIJI nuarHo3 cTaBUTCS
B Bo3pacTe oT 3 go 5 net [7, 8]. 1o maHHBIM perucrpa
STRIDE, cpenHuii Bo3pacT NOSBACHUS MEPBBIX CUMIITO-
MOB cocTaBui 2,8 rona [6]. BeposiTHee Bcero, 310 cBsI3a-
HO C BKJIIOUEHHUEM B PETUCTP JAHHBIX O B3POCIIBIX TALIM -
eHtax ¢ M1, Torna Kak B rpymniny nauveHToB LleHTpa
BKJIIOUEHBI TOJIBKO eTh. CpeTHUI BO3pacT YCTAHOBICHUS
nIrarHosay namveHToB Llentpa cocraBui 4,3 roma (ot 6 Mec
no 12 ner).
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[To naHHBIM JIUTEpaTypPhI, BO3PACT Hayala TOPMOHAJIb-
HOIl Tepaluy BapbUpYyeT U OOBIYHO COCTaBJISCT OKOJIO
4-—5 et [9]. Bece netu, kpoMme maieHTa 4, moMHUMO Tepa-
T ITPETIapaToM aTaTypeH MOIy4aloT TOPMOHAIBHYIO Tepa-
0. CpenHuii BO3pacT Ha3HAUeHUsI TOPMOHAJIBHOM Tepa-
vy naruenTtaM Llentpa cocraBmi 5,6 roma (ot 3 et 4 Mec
1o 12 nier). 1o manHeiM peructpa STRIDE, cpennumii Bo3pact
HavaJla TOpMOHAJIBHOM Tepanuu coctaBmi 6,87 rona. B nan-
HBIX JINTEPATypPhl OTCYTCTBYIOT YETKUE YKa3aHUsI, KaKoi
KOHKPETHO TJIIOKOKOPTUKOCTEPOU JOJIKEH MCITOIb30-
BaThes y maneHToB ¢ MIIJI [10, 11]. ITauuenTtsl LlenTpa
TOJIy4YaloT KaK IPEeIHU30JIOH, TaK 1 Ieda3akopT.

CaMmblii paHHUI BO3pacT MHULIMALUKA TeParuu IIpe-
IapaToM aTajJypeH B OIMMMCAHHOM IPYIIIe MalleHTOB CO-
cTaBWiI 2 roja 2 Mec.

[To naHHBIM olleHKM 10 mKane NSAA, y 2 (22 %)
13 9 MauMeHTOB OTMEYaeTcs OTpullaTebHasl TMHAMUKa
(marueHTsl 2 1 8),y 78 % OTCYTCTBYET IPOrpecCUpOBaHUE
3a00JIeBaHMsI HA OCHOBAaHUU IIPOBEICHHBIX OLICHOK (pa3-
HulIa B =3 0ajuta Npu MHULIMAJIbHOM KOJIMYECTBE OaJLJIOB
mo mkane NSAA >8 oligHMBaach KaK MOTPELIHOCTD).

Y MalueHTOB ¢ OTPULIATSIBHOM TMHAMUKOM 1O IIIKa-
e NSAA (rmanueHTsl 2 1 8) rIaHUpyeTcsl OLigHKa Mo APY-
I'MM TTapamMeTpaM, TaKUM KakK aHajIu3 QYHKIMI BHEIITHETO
JBIXaHUSI U CEPIASIHO-COCYANCTON CUCTEMBI.

IMamueHTaM 4 u 5, KOTOPBIM HE yIaJIOCh MPOBECTU
TecTUpoBaHue 1o mKajae NSAA, nMHaMu4ecKasl OolleHKa
MPOBOIMJIACH HA OCHOBAHUM Pa3BEPHYTOIO aHaIM3a He-
BPOJIOTMYECKOTO CTaTyca.

ITamuent 4. HeBposornueckuii ctatyc Ha MOMEHT MHU-
LIMallM Teparuy aTaTypeHoM (Bo3pacT 2 rofa 2 Mec): Ipu
OCMOTpE MBIIICYHBII TOHYC OJIM30K K (hH3HOJIOTUYECKOMY,
CYXOXWJIbHBIE peIICKCHI KUBBIE, TTOXOKA HE U3MEHEHA,
MOABEM C T0JIa Oe3 MCIoIb30BaHUs IpueMoB [oBepca,
TTOJHMUMAETCSI M CITYCKAeTCsI 110 JICCTHULIE C TTOANCPKKOM
OJTHOM PYKOM.

Yepes 1 rog ot Havaia Tepanuu (Bo3pacT 3 roga 3 Mec):
HEBPOJIOTUYECKUI CTAaTyC U IBUTATE/IbHAsI aKTHBHOCTD 0€3
OTpULIATEILHOM TMHAMUKU. KIMHMYECKUX TPOSIBICHUIA
M/ no-npexHeMy He HabmogaeTcs. DPheKT oT IMpoBo-
VMO TepaIlvy MOJIOXUTEIbHBIN (OTCYTCTBYET IPOIPEC-
cUpoBaHUe 3a00JIeBaAHUS).

ITamuenT 5. HeBponornueckuii ctatyc Ha MOMEHT UHU-
LIMalK Tepalliy aTaTypeHoM (Bo3pacT 2 rofa 4 Mec): Mbl-
IIeYHAasI TMTIOTOHMSI, CHIDKCHUE CYXOXKUIbHBIX PehIEKCOB,
IOXO/IKA C 3JIEMEHTAaMU MMOMATUYECKOM, MPH MOIbeME
C T0JIa UCIIOJIb3yeT pueMbl ToBepca, Mo JieCTHUIIEC TIO/I-
HUMAaETCs MPUCTAaBHBIM 11aroM. CiieayeT OTMETUTh, YTO Y
pebeHKa TakKe TMarHOCTUPOBAaHbI 3a7epXKKa ICUXopeye-
BOTO pa3BUTHS, TTOBeAeHUYECKUE HapyIieHus. OTHOCTOPOH-
HsIs1 paclie/iMHa TBEPIOro M MSTKOro HEGA B aHaMHeE3e.

Yepes 2 roga oT Havajsa Tepanuu (Bo3pacT 4 rojga
4 Mec): HEBPOJIOTMYECKU CTaTyC 0€3 OTpULIATeIbHOM a1~
HaMUKU. XOAUT CAaMOCTOSITENbHO. D GHEKT OT MPOBOAUMOI
Tepanuu MOJOXKUTEIbHBIN (OTCYTCTBYET IIPOIPECCUPOBA-
HUe 3a00JIeBaHUS).

CorjlacHO JaHHBIM MPOBEIEHHOT'O HMCCIIECIOBAHMS
STRIDE kacaTtenbHO 0€30MMacCHOCTY IpUMEHEHUS aTay-
peHa, y 20,2 % MalUeHTOB OTMEYAIMCh Pa3IUYHbIC HE-
JKeJlaTeIbHBIE PeaKIK IIPY ero MIPUMEHEeHWH, XOTs B 1,4 %
cIyJaeB mpernapar Obl1 oTMeHeH [6]. Bee manenTs! LeH-
Tpa MepeHocAT Npenapar yAOBIETBOPUTENBHO, Ha (OoHE
MpreMa aTajaypeHa HexeJlaTeIbHbBIX SIBICHUI HE OTMEYEHO
HM y OTHOTO U3 NAIlUeHTOB.

06cyxaeHune

[MauureHTaM, OKa3aBIIMM HAWIYJIIUE PE3yJIBTaThI
B IMHaMuKe 1o mKkaiae NSAA, 1uarHo3 ObLT YCTaHOBJIEH
paHo, B Bo3pacTe oT 12 Mec 10 3,5 roaa, maroreHeTA4YeCKas
Tepanus ObLIa Ha3HavYeHa B Bo3pacTte 3,5—5,5 roaa.

Hauxynive pe3yasratsl B AMHaMUKe 1o mkane NSAA
OTMEYEHBI Y MallMeHTa C MO3IHO YCTAaHOBJICHHBIM A~
THO30M U, CJIeIOBAaTeJIbHO, C TTO3IHEH MHUIIMALIMEH TTaTo-
TEHETUYECKOW Tepanuu (MalueHT 2) U y MalyeHTa co
CHIDKEHHOM KOMITJIAaeHTHOCTBIO (MTALEHT §), BKITIOUaBIIei
HeperyJsIpHbBIN MPUEM MpernapaTa, Hepery/IsipHble KypChl
peadbWIMTALIMOHHOI TepaItiH.

IMaumenTsl B Bo3pacte 11,0—16,5 roma (rpymnmna pucka
yTpaThl aMOYJIaTOPHOCTU IIPM €CTECTBEHHOM TCUYCHUM
3a00eBaHUsI) Ha (POHE MAaTOreHEeTUYECKOM Tepanuu
JIO HACTOSIIIIETO BPEMEHU COXPAHSIOT CITOCOOHOCTh K CaMO-
CTOSITEJIBHOM XOAb0e, YTO MOXKHO OLICHUTh KaK IMOJIOXM-
TeIbHBIN 3 (GeKT Ha (hOHE TPUMEHEHUS ITaTOTeHETUIEC-
KOW Teparuu.

BbiBOAbI

Ha ¢doHe npuMeHeHusI IIpenapara aTalypeH oTMeda-
€TCST KIMMHUYECKUIi 3(DheKT B BUIE CTAOMIM3AlIMKU COCTO-
SIHMSI TTALIMEHTOB (OTCYTCTBYET ITPOTPEeCCUpOBaHue 3a00-
JIEBaHUSI, UMEIOTCSI CTaOMJIbHBIE TTOKa3aTeJn 110 TaHHBIM
TecTUpoBaHUs 1o 1Kaie NSAA) 1 yirydieHus: IBUraTesb-
HBIX HaBbIKOB Y MTAILIMEHTOB C pAHHUM HayajloM ITaToreHe-
TUYECKOM Teparmu.

OueBUIHO, UTO 3(PPEKT OT MPUMEHSIEMOI Tepanuu
3aBUCUT OT BO3pacTa YCTaHOBJICHHUSI AMarHO3a U Bo3pacTa
WHULIMAIIMY TTaTOTEHETUIECKOM TepaItiiu.

HabmoneHue 3a maneHTaMu ITOKa3bIBaeT, YTO MaK-
cuMalibHas 3((GEKTUBHOCTD ITATOreHETUIECKOM TepaIriu
JOCTUTaeTCs Ha (poHe Pery/IsIpHBIX 3aHATUMN (hU3NYecKOo
peadbuIMTaIeil, CBOeBPEMEHHOIO 00CIeIOBaHMS TSI BbI-
SIBJICHUSI COITYTCTBYIOIIEI TATOJIOTUM 1 OCJIOXKHEHUIM 0C-
HOBHOTO 3a00JIeBaHUSI.
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