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AHHOTauusA

BeegeHmne. CnnHanbHasa MblweyHaa atpodusa (CMA) n apyrne HepBHO-MbllLeYHble 3ab6oneBaHNA NPeACTaBNAIT COOON TAXeNble HacneACTBEHHble
MaToNorK, XapakTepusytoLyecs NPorpeccmpyoLleil MbiLLeYHO ClaboCTbio 1 BbICOKOW CTeMeHbio MHBanuau3saLumm. B Poccun pacnpoctpaHeHHOCTb
CMA cocTaBnset okono 1500 nayneHToB, NPy 3TOM 6ONBLLUMHCTBO CJTyYaeB NPOABNAeTCA B AeTCKOM Bo3pacTe. CoBpeMeHHble npenapaThbl, Takme Kak
HYCUHEPCEH, pUCAUNIaM U OHaceMHOreH abenapBoOBEK, MO3BONAIOT 3aMeAJIUTb MPOrPeccupoBaHe 3aboneBaHNs, OAHAKO X 3GbeKTMBHOCTL Tpeby-
T KOMIMNIEKCHOW OLIEHKM, BKJItOUaa NcrMxocoumnanbHble acneKTbl Xn3HY naumeHToB. KauecTtBo xu3Hu (KXK), ceasaHHoe co 3gopoBbem (HRQOL), aBna-
eTcA KIIoUEBbIM MoKa3aTesieM Npu OLeHKe TepaneBTnyeckmx 3¢Gp¢HeKToB, 0CO6eHHO B NemaTpUUeCcKon NpaKTrKe, rae BaXKHbl He TONIbKO ¢usnyeckme
OorpaHunyYeHus, Ho 1 BUsHME 6OMe3HN Ha SMOLMOHaNbHOE COCTOSHMNE, COLMANbHYI0 aKTUBHOCTb U ceMeliHoe Grarononyuune.

Lienb. KynbTypHO-NMHrBUCTAYECKan afanTaumnsa 1 BanmaaLma pycckoasblYHON Bepcum onpocHuka PedsQL™ 3.0 Neuromuscular Module gna o6bekTuBHOM
oueHkn HRQOL y aetein ¢ CMA v nx pogutenei, nepesop 1 afanTaLya ONPOoCHMKa COMNMacHO MeXAYHapOAHbIM CTaHAAPTaM, OLIEHKa ero NCUXOMeTPUYECKmX
CBOWCTB (HaAEXKHOCTb, BaNMOHOCTb, YyBCTBUTENBHOCTb K M3MEHEHUAM) U CPaBHEHWE Pe3yNbTaToB C JaHHBIMM OPUMIHANbHOW aHIMOA3bIYHON BEPCUN.
Marepuanbl u metogbl. B nccnegoBaHme BKAYeHbl 25 NALMEHTOB C BEPUPULMPOBAHHBIM ArarHo3om CMA (1-3- Tunbl) B Bo3pacTte 2-18 net n ux
poauTenu. AganTaums NPOBOAMIACh B HECKOMIbKO 3TanoB: NPAMON U 06paTHbIVi NepeBof, IKCNePTHan OLEHKa, KOrHUTVBHOE MHTEPBbIOUPOBaHME U
duHanbHaa KoppekTnposka popmynmpoBoK. OLeHVBaNCb NCUXOMETPUYECKME CBONCTBA A0 U MOC/E Tepanmmn HyCMHEPCEHOM C UCMOb30BaHNEM
KoaddumumeHTa a KpoHbaxa, ICC n pakTopHOro aHanmsa.

Pesynbratbl. BbisiBneHa BbicOKas Hafl@XXHOCTb PYCCKOA3bIYHOW Bepcnu: KoadduumeHTbl a KpoHbaxa coctaBunm 0,92-0,96 Ana petckon Bepcum
0,93-0,95 ana poauTenbckon. BocnponssoammocTb TecTa noaTeepxaanach Bbicokum ICC (0,85-0,92). ®akTOpHbI aHann3 noaTeepaun Tpexdakrop-
HYI0 CTPYKTYpPY OMPOCHIWKa, COOTBETCTBYIOLLYIO OpUrHany, c o6bsAcHeHeMm 43,2, 12,1 1 8,7% Aucnepcnn cCOoTBETCTBEHHO. ocne Tepanum HycuHep-
CEHOM OTMEUYEHO 3HauMMoe ynyuieHne KX, ocobeHHo ¢rsnueckoro Gnarononyums y naymeHTtos ¢ CMA 1-ro Tvna (+15,4%). CoumnanbHble nokasare-
Ny NOAPOCTKOB 13-18 neT ocTaBanncCb HUXe, YeM Yy MAaALWNX AeTel, YTO CBA3aHO C BO3PACTHLIMU NCUXOCOLNANTbHBIMU TPYAHOCTAMMU.
3aknioueHune. PycckonasbliuHaa Bepcma PedsQL™ 3.0 Neuromuscular Module ycnewwHo npoluna Banvaaumnio 1 LEeMOHCTPUPYET BbICOKME NCUXOMETPU-
YyecKue XxapakTepucTnKn, CpaBHNMbIe C OPUTMHANOM. IHCTPYMEHT UyBCTBUTENEH K KNTNHUYECKNM N3MEHEHNAM U MOXKET UCMONb30BaTbCA 418 MOHU-
TopuHra KX getein ¢ CMA B poccuinckoi npakTuke. Pe3ynbraTbl MccriefoBaHWs NMO3BONAIOT PEKOMEHA0BATb ONPOCHNK A OLEeHKN SPEKTNBHOCTN
Tepanuu, BbiABNEHNA NPOGNEMHbIX 30H 1 MAAHUPOBAHUA NOAAEPXKMBAIOLNX MEPONPUATUIA. MNepcnekTuBbl fanbHeNwWrX paboT BKAOUAOT Banuga-
Lo Ha 6onee KpyrnHbIX BbIGOPKAXx 1 afanTalyio METOAMKM A/ B3POC/bIX MaLMeHTOB.

KnioueBble cnoBa: pycckossblyHas Bepcus wkanbl PedsQL™ 3.0 Neuromuscular Module, Banuzauus, KauecTBo »U3HW, CMMHANbHAA MblleYHas
aTpodua
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Validation of the Russian version of the PedsQL™ 3.0
Neuromuscular Module for children with neuromuscular disorders

Eugenia A. Komarova“, Alexey S. Kotov

Vladimirsky Moscow Regional Research Clinical Institute, Moscow, Russian Federation

Abstract

Background. Spinal muscular atrophy (SMA) and other neuromuscular diseases are severe inherited pathologies characterized by progressive muscle
weakness and high disability rates. In Russia, SMA prevalence is approximately 1500 patients, with most cases manifesting in childhood. Modern drugs
such as nusinersen, risdiplam, and onasemnogene abeparvovec can slow disease progression; however, their effectiveness requires comprehensive
evaluation, including psychosocial aspects of patients' lives. Health-related quality of life (HRQOL) is a key indicator for assessing therapeutic effects,
especially in pediatric practice, where not only physical limitations but also the impact of illness on emotional state, social activity, and family well-
being are important.

Aim. To conduct cultural-linguistic adaptation and validation of the Russian version of the PedsQL™ 3.0 Neuromuscular Module for objective assessment
of HRQOL in children with SMA and their parents, including translation and adaptation of the questionnaire according to international standards,
evaluation of its psychometric properties (reliability, validity, sensitivity to changes), and comparison of results with the original English version.
Materials and methods. The study included 25 patients with verified SMA diagnosis (types I-Ill) aged 2-18 years and their parents. Adaptation
was conducted in several stages: forward and backward translation, expert evaluation, cognitive interviewing, and final formulation adjustment.
Psychometric properties were evaluated before and after nusinersen therapy using Cronbach's alpha coefficient, ICC, and factor analysis.

Results. High reliability of the Russian version was identified: Cronbach's alpha coefficients were 0.92-0.96 for the child version and 0.93-0.95 for the
parent version. Test reproducibility was confirmed by high ICC (0.85-0.92). Factor analysis confirmed the three-factor structure of the questionnaire
corresponding to the original, explaining 43.2, 12.1 and 8.7% of variance respectively. Significant improvement in quality of life was noted after
nusinersen therapy, particularly in physical well-being of SMA type | patients (+15.4%). Social indicators in adolescents aged 13-18 remained lower
than in younger children, related to age-related psychosocial difficulties.

Conclusion. The Russian version of PedsQL™ 3.0 Neuromuscular Module successfully passed validation and demonstrates high psychometric
characteristics comparable to the original. The instrument is sensitive to clinical changes and can be used for monitoring quality of life in children with
SMA in Russian practice. Study results allow recommending the questionnaire for therapy effectiveness assessment, identification of problem areas,
and planning supportive measures. Future work prospects include validation on larger samples and adaptation of the methodology for adult patients.
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BBegeHune

CrmuanpHas MbiutedHas arpodust (CMA) u fpyrue Heps-
HO-MblILIeYHble 3a00/IeBaHNs IPEACTABIAT CO00I Tpymmy
TSDKEJIBIX HAC/Ie[ICTBEHHBIX IIATOJIOTMIl, XapaKTePU3YIOIINXCS
IIPOrpeccUpyIoliell MbIIIEYHON CTaboCThio, JBUrAaTEeTbHBIMU
HapyIIeHVAMM U BBICOKON CTelleHbIo MHBamupusanuu. Co-
I[JIACHO JHOCTYIHBIM SIMAEMIOIOTMYECKIM AaHHBIM B Poccun
mmnarHo3 CMA nocTapieH KaKk MUHUMYM 763 IalieHTaM, IIpU
3TOM OONBIIMHCTBO CTy4aeB 3a00leBaHNA MaHU(ECTUPOBATIO
B leTcKoM Bo3pacTe [1]. CoBpeMeHHbIe IpernapaTsl /I aTo-
TeHeTIYECKOIT TePAINN, TaKye KaK HyCUHEPCEH, PUCANIUIAM 1
OHAaCeMHOTeH abernapBOBeK, MO3BOMAIT 3aMENIUTb IPOrpec-
crpoBaHue 3ab0/IeBaHNA, OBHAKO X 9 (HeKTUBHOCTb TpebyeT
KOMIUIEKCHOJ OLIeHKM, BK/TI0Yast He TOJIbKO KIMHIYeCKNe, HO U
MICUXOCOLMA/IbHbIE ACTIEKTHI JKU3HY MAI[MeHTOB [2].

Kauecto »xmsun (KXK), cssanHoe co spmoposbem (Health
Related Quality of Life - HRQOL) — xmroueBoit mokasarennb ad-
(EeKTMBHOCTM JIeYeHVsT M afallTaluy MAlMeHTOB K XPOHIYECKO-
My 3aboneBannio. Ocobyio BaxHoctb HRQOL mpuobperaer B
TIEMIMATPUYECKOIN IIPAKTUKE, ITI€ Ha IIEPBbIA IIaH BBIXOAT HE
TOJIBKO GU3MYeCKie OTPAaHNYEH, HO U SMOLIVIOHA/IbHOE COCTOSI-
Hyte, COLIa/IbHast aKTUBHOCTD U ceMeltHoe Ormaromnonyune [3]. s
o6pextiBHOI oneHk HRQOL y meTeit ¢ HepBHO-MBIILIEYHBIMIA
3a06071eBaHMAMM LIMPOKO VICHIONb3yeTcs ONpocHMK PedsQL™ 3.0
Neuromuscular Module, pa3paboTaHHbIT HA OCHOBaHUM YHUBEP-
canbHOrO orpocHuka Pediatric Quality of Life Inventory (PedsQL),
BIIepBbIe IIPEIOKeHHOrO J. Varni 1 coast. B 1999 1. [4].

OH BK/II0OYaeT TP OCHOBHBIE LIIKAJIBL:

« ¢usnveckoe 6maromnonydre (IIpo6rIeMsl, CBsI3aHHbIE C 3a-

6oneBanueM);
« coumanbHOe 6raromnonyune (TPyAHOCTY B OOIIeHNN);
* MarepuanbHOe Oarononyyne (BIusAHye 60/Ie3HI Ha CEMbIO).
OnpocHuK uMmeeT Bepcun s meteit (5-18 yeT) u popmrerneit
(2-18 neT), 4TO MO3BONACT MONYYNTH MHOTOMepHYIo onieHKY KOK [5].
CrepyeTr oTMeTHUTD, 9TO B Poccum mpoBOAMIACh Balmnjamus
yHUBepcanbHoil Bepcun onpocHyka PedsQL (PedsQL Generic
Core Scale — PedsQL GCS) 1 HeKOTOPBIX ero MOy/eit, He CBA-
3aHHBIX C HEBPOJIOTMYECKIMY 3ab0meBaHmAMN [6, 7].
Hecmorpsa Ha mmpoxoe mpumeHeHne PedsQL™ 3.0 Neuro-
muscular Module B MeXXayHapORHOI IPaKTUKe, €T0 PYCCKO-
A3BIYHAA BEPCUs O HACTOALIETO BpEeMEHM OTCYTCTBOBAIA, YTO
OTPaHNYMBAIO BO3MOXXHOCTY MCIIONB30BaHMA 3TOTO MHCTPY-
MEHTa B POCCHUIICKMX MCCTESOBAHVSIX U KIIMHINYECKOI [IPAKTH-
Ke. Afjantanus ONPOCHMKA TpebyeT He TONbKO JTMHIBUCTHYE-
CKOTO ITIepeBOfia, HO U KYJIBTYPHOI Ba/IMAM3ALNH, TOCKOIBKY
($OpMYIMPOBKY BOIPOCOB JO/DKHBI ObITH IIOHATHBI Ll€/IEBOI
AYAUTOPUM ¥ COOTBETCTBOBATD VICXO[HOI KOHIIEIILIMIL.
Iens uccneqoBaHMA — BaMNAALMs PYCCKOSI3BIYHON BEPCUM
PedsQL™ 3.0 Neuromuscular Module u olieHka ero ncuxome-
TpUYECKUX CBONCTB y feTeit co CMA u nx pogureneii. Pesynb-
Tarsl pabOTH ITO3BO/AT BHEAPUTH CTAHAAPTV3VMPOBAHHBIN
MHCTPYMeHT Jyia MoHuTopunra KXK B poccuiickyio knmnHude-
CKYIO IPaKTUKY U Hay4YHbIE UCCICOBAHMNA.
KoHkpeTHBIe 3afjauy BKIIOYAaMyM KYIbTYPHO-TMHIBUCTIYE-
CKYI0 aflaliTAlMI0 OIPOCHMKA C COOIOfEHIEM MEXyHapOx-
HBIX CTAQH[APTOB II€PEBOfA U Ba/lMAALNY, OLEHKY IICHXOMe-
TPUYECKUX CBOJICTB, BK/IIOYAs:
+ HaJIXKHOCTDb (BHYTPEHHIOIO COINIACOBAaHHOCTD, BOCITPOM3-
BOAVIMOCTb METOJOM TECT-PETECT);

o BaIMAHOCTH (KOHCTPYKTUBHYIO, KOHBEPI€HTHYIO I KpUTe-
PMANBHYIO);

 YYBCTBUTEIBHOCTD K M3MEHEHMsIM Ha (OHe Teparmi;

o CpaBHEHNE pe3y/IbTATOB C [AHHBIMM OPWUIMHAJIBHON aH-
[JIOA3BIYHON BepCUM U [APYTMMU BaTUAUPOBAHHBIMMU IIe-
peBomamu (HampuMep, UCTTAHCKKM).
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MaTeleaJ'lbl n metoabl

Ha I stane pabots! Haj, BaaMpanyell OIPOCHUKA Mbl MHO-
TOKpPaTHO IIBITa/lNCh CBA3ATbCA II0 3/IEKTPOHHON IIOYTE C
mnpodeccopom k. Bapuu (J. Varni) u porgom Mapi Research
Institute (HexoMMepuyeckasi OpraHM3al[ys, OTBETCTBEHHasA 3a
JMHTBUCTUYECKYIO aJlaliTAl[MI0 OIIPOCHMKA), OfHAKO, K COXKa-
JIEHUIO, BCE IIMCbMa aBTOPOB OCTa/INCh 6e3 OTBeTa [BO3MOXKHO,
13-3a 67IOKMPOBKYU POCCUIICKUX affPeCOB 3/IEKTPOHHOI ITOYTHI,
Tak, caifT ¢ponzma Mapi Research Institute He oTKpbIBancs mo
IIPSIMOJI CCBUIKE, HO OTKpbIBasicst 4yepes Virtual Private Network
(VPN)].

B nccnegoBanne BK/IOYEHB! 25 MalMeHTOB B BO3pacTe OT 2
mo 18 net ¢ BepudnumposaHHsM auarHosom CMA 1, 2 wan
3-ro Tuma (CMA 1, 2, 3) n ux pogurenu. ViccnegoBanue ofo-
6peno HesaBucumpiM komurteToM no atuke mpu I'BY3 MO
«MOHMKUN um. M.®. Bragumupckoro» (mporokon Nell ot
20.10.2022), Bce mauyeHThl U/MIM KX 3aKOHHBIE IPEICTaBU-
TeNMy Hopmucany NHGOPMUPOBaHHOE COITIACHe Ha ydacTue B
MCCTIeNOBAaHUNL.

Kpurepun BKaroueHns:

o IOATBEP>KJEHHAas MOJIEKY/IAPHO-TeHeTHYecKas J[uarto-

ctuka (meneuys rena SMN1);

e BO3pacCT Ha MOMEHT BKMIO4YeHMA: 2-18 et pna pereis,

18+ et gna poputene.

Kpurepun nckmrodeHms:

o CONYTCTBYIOLIVME [E€KOMIIEHCMPOBAHHbIE COMATHYECKMe

3a00/1€BaHNS;

e OCTpble MH(EKIMI Ha MOMEHT 00C/IefjOBaHNS;

o TSDKENBIN CKOMMO3 (4- CTeleHb), MPEIATCTBYIOINIT BBe-

JeHMIO HyCHHEPCeHa.

(DyHKIMOHANTBHBIN CTATYC:

o 5 MaIVeHTOB MOIJIM IIePeIBUIaThCA CAMOCTOATENBHO;

« 18 TpeboBanach MOMOIIb IPY HePeBIDKEHNN (MHBaIU-

Has KOJISCKa);

e 2 HYXJA/ICh B peCIMPaTOPHOI NMOAIEPKKe.

Jwarzos CMA y 25 60/IbHbBIX BHICTaB/IEH Ha OCHOBAaHMY >Ka-
7106, aHAMHECTUYECKUX aHHBIX, MOJIEKY/LIPHO-TeHEe TUYEeCKOI
AMATHOCTUKM (fieTH oT 2 7o 18 /eT Ha MOMEHT BK/IIOYEHNS).
W3 25 nanuenTtos y 6 guarHoctuposana CMA 1,y 11 - CMA 2,
y 8 - CMA 3. MakcyuManbHOe BpeMs HaO/IofeHNs 3a IalyeH-
TaMM 9TOJ IPYIIIbI COCTAaBU/IO 2 FOfa, MUHMMAbHOE — 1 TOf.
Onenka KX nmanmenTa mpoBoauaach Ipy HOMOIM OIPOCHM-
ka PedsQL™ 3.0 Neuromuscular Module, koTopblit BK/II04aeT B
cebst crenyroLye IKAIbL:

o «IIpobmeMbl, cBsA3aHHbIE C MOUM HePOMBILIEYHBIM 3200-

TIeBaHMEM»;

o «IIpobmemsl ¢ 0OLIEHIEM;

o «[Ipo6membl 6/1aronoMy4ns CeMbi».

Boipernsaior popMaThl caMooT4eTa pebeHKa M pOIUTEIbCKOTO
[I0OBEPEHHOI0 OT4YeTa O peheHKe B BO3PACTHOM [iMaIa3oHe OT 5
mo 18 ntet, a TakXKe OTHENbHDI HOPMAT POLUTENHCKOTO HOBE-
PEHHOro oT4eTa 0 pebeHKe B BO3PACTHOM AMAIA30HE OT 2 JO
4 net. Otu popmarsl pasfeneHsl Ha 7 GOpM, BKIIIOYASA CAMOOT-
4eT pebeHka st 5-7,8-12 n 13-18 jieT u pofyUTeNIbCKIIL JOBe-
PEeHHBIIT 0T4eT Ay feteit 2—4, 5-7,8-12 n 13-18 et (Tabm. 1).

dopmar onpoCHNUKA [YIA feTelt 5-7 JeT He BKIoYaeT B cebs
«ITpobnemer ¢ obumennem» u «IIpo6memsl Gnaromonydms ce-
MbI». BoImpochl BO BCeX MIKanax MEHTUYHBI ¥ PAa3IMYaIOTCS
TOJIbKO TEM, YTO 3aJal0TCS OT IIEPBOTO JIMIIA, €CIM ONPOCHMK
IpefHa3sHa4YeH IA peOeHKa, MO0 OT TPeTbero JIMLA, eClu
ONPOCHMK IIpefHas3HadeH I popmrens. IIpmHMMarouiero
y4yacTue B OIpOCe CIIPALIMBAIOT, KAK YaCTO €My IPUXO[UIOCh
CTAJIKMBATbCsI C OIPEJEIEHHON MPO6/IeMoil B TeYeHue IIpo-
LIefLIell Hefenyu WM MecsAna (BpeMeHHble PaMKM 3aBUCAT
oT opMaTa ONPOCHMKA — CTAH[IAPTHOI MMM acute-BepCuim).

© Komarova EA et al. Consilium Medicum, 2025. 671


https://doi.org/10.26442/20751753.2025.11.203386

OPUTMHAJIbHAS CTATbA

https://doi.org/10.26442/20751753.2025.11.203386

ITpensaraetcst BBIOPATDH MOAXOAAILNI OTBET IO IATUOAIIBHOI
mkase ot 0 Ko 4 6anyos, rae 0 —~HUKOTAA, 1 — penxo, 2 — UHO-
Ifa, 3 - 4yacTo, 4 — moutn Bcerna. OTBETHl KOHBEPTUPYIOTCA
B 6a/utbl o 100-6amibHon mkane (0=100, 1=75, 2=50, 3=25,
4=0), TakuM o6pasom, yeM BbiwIe 6am1, TeM Boie KK peben-
ka. CpegHuit 6a1 BEIYMCIAETCA KaK CyMMa 6aJiioB BceX OTBe-
TOB, fle/IeHHAsA Ha KOMIMYeCTBO BOIIPOCOB. TecTNpoBaHMe M-
eHTOB Ipu nmomoiyu omnpocHuka PedsQL™ 3.0 Neuromuscular
Module mpoBoannoch depes Hefieno M depes Mecsl HOCTE
BBeJIeHs Ipemnapara HycuHepceH. ONpoc IPOBOAMIICH B YC/IO-
BUAX craumoHapa. [letaM c guarHoctuposanHoit CMA, a Tak-
XKe POIUTE/ISIM 9TUX JieTell IPeIOKIIN O/IaHK C BOIIPOCAMU 1
KapaH/Jalll, IPK IIOMOIIM KOTOPOrO ONpAIlNBaeMblil OTMedas
OTBeTHL. Y OIpallVBaeMbIX Obl/Ia BO3MOXXHOCTb IIOIIPOCHUTD
PasbACHUTD UM BOIPOCHI, BBI3BaBIINE 3aTPyHHEHNE C OTBe-
toM. OrmrpalBaeMble TPaTH/INA B CPeHEM OKOJIO 5 MUH Ha TO,
4TOOBI IOTHOCTDBIO 3aIIOTHUTD OIPOCHUK (TabII. 2).

ApanTanus IpOBOAMIACE COITIACHO peKOMeHpauysaM Mapi
Research Trust u aBropa opurnHanbHOi MeToauKu (mpodec-
cop J. Varni).

Srtan npsamoro nepesopa (Forward Translation) — cosganne
IBYX HE3aBMCMMBIX IEPEeBONOB C AHIIMIICKOTO Ha PYCCKMIL
A3BIK C COXpaHEHNEM KOHIIeNTYaTbHOI 9KBMBaT€HTHOCTH.

PaboTanmu fBa npo¢ecCroHaIbHBIX IIEPEBORYMKA — HOCUTE-
JIsl PyCCKOTO sI3BIKA, BIAJEIOIINX MEANIIHCKO TEPMIHOIOT -
eit. OfVH U3 IIepeBOMYMNKOB 03HAKOMJIEH C OPUTMHAJIbHOI KOH-
penuyerr PedsQL™, Bropoit paboran «Bcnenyto». VIx sapaveit
ObUI IepeBOJ BCeX KOMIIOHEHTOB OIPOCHMKA: MHCTPYKIMIL,
BOIIPOCOB, IIKA/IBI OTBETOB, Y4€T KY/IbTYPHBIX 0COOEHHOCTEN
(HampumMep, ajanTalusA TepMHUHA acute version — «cpodHas
Bepcusi» BMECTO OYKBa/IbHOTO «OCTpasi»). [lomyueHsl 2 mapan-
JIeTIbHbIE BepCUI TIepeBOJia.

3aTeM YCTPaHWIN PACXOXIEHUs MeXAy IIepeBOfaMu U
copmmpoBanu egMHy0 Bepcuio. DKCIepTHAs TpyIIa B CO-
CTaBe JIMHIBUCTA, JeTCKOTO HEeBPOJIOTa M IICHXOJIOTa CpaBHIIIA
2 HepeBofia C OPUTMHAJIOM, 00CY/I/Ia CIIOPHBbIE POPMYINPOB-
KU, BHEC/IA KOPPEKTUPOBKM (YIpPOIjeHe CIOKHBIX IpaMMa-
TUYECKUX KOHCTPYKIWIT /1A eTeil MIaALIero BO3pacTa; Ipo-
BepKa COOTBETCTBI IIKaJIbl OTBETOB). B pe3ynbraTe momyduena
enuHas «Bepcusa 1» Ha pycckoM sA3bBIKe.

Janee nposenen obparuslit mepeBof (Backward Translation)
C LIEJIbI0 BBIABJIEHMsI CMBICTIOBBIX OTKJIOHEHWII OT OpUTHMHAIA.
AHI/IOA3BIYHBIN TPOQeCCUOHAN, He 3HAKOMBIII C OPUIMHAIIb-
HBIM OIPOCHNKOM, IepeBen pycckylo «Bepcmio 1» obparno
Ha aHITIMIICKMIT. BHeceHbI yTouHeHMs B MyHKT 3 (Hampumep,
yTouHeHa (POPMYIMPOBKA O BCIIOMOTaTeIbHOM 000pyHOBa-
Hym). [TonyyeHa ckoppexTpoBaHHas «Bepcus 2».

3aTeM IIpOBeeHO KOTHUTUBHOE MHTEPBBIOMPOBaHMUE
(Cognitive Debriefing) ¢ 1enpio npoBepky MOHATHOCTY U pe-
JIEBAHTHOCTY 1A LIeJIEBOV ayAUTOPUN. Y4aCTBOBAIN 5 HeTeil
co CMA (BospacTHble rpymmsL: 5-7, 8-12, 13-18 net) + 5 po-
IUTeNIelt, KOTOPbIE 3aIO/IHAMN ONMPOCHMK C IIOCEHYIOLUM 06-
CY)XAeHVeM:

 Kak BbI HOHMMaeTe 3TOT BOIPOC?

« Kakne croBa rmokasanmchb CIO>KHBIMU?

BbisiBiIeHbI IPO6/IEMBIL:

o 1A fieTeil 5-7 eT ynpolieHsl popMyIMpOBKYU 2 BOIIPO-
COB (HanpuMep, «<IyBCTBO CKOBAHHOCTI» — «TEJIO TPYHAHO
IBUTAETCA»);

o POAMTENN MIPEJIOKIIN aNTbTEPHATUBY /IS TepMUHa «Oma-
TOIIOIYYIe CEMbI» — «CeMeITHbIe TPYLHOCTIY.

B nrore nonyyeHa ¢puHambHasA «Bepcus 3».

Hocutenb pycckoro ssblka IpOBepuI IPpaMMartuky, opdo-

rpaduIo 1 IOTMKY BOIIPOCOB.

ITpouenypa 3aHsma 4 Mec 1 COOTBETCTBOBA/IA TPeOOBAHIIM
MexxpyHapopHoro obmectsa nccnenosanus KK (International
Society for Quality of Life Research — ISOQOL) pst muHrBm-
CTUYEeCKO Bamupanum onpocHukos KiK.

JlusaitH MCCIefoBaHUA: IPOFONbHOE, C [ABYMsS TOYKaMU
OLIeHKU (JI0 U ITOC/Ie Tepalny HyCUHEPCEHOM).
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MeTopb! OLIeHKY ICUXOMETPUIECKIX CBOMCTB:

o Hape>xxHOCTB:

- BHYTpEHHsIsI COI/IACOBAHHOCTD: Koo duiment o Kpon-
6axa (mopor =0,7);

- BOCIPOM3BOJMMOCTD: BHYTPUK/IACCOBbI K03 duumeHT
koppemsinun (Intraclass Correlation Coefficient - ICC) B
TecT-perecTe (depe3 1 mec).

o BanumgHOCTB:

- KOHCTPYKTHas: (aKTOPHbII aHamm3 (MeTOf ITIaBHBIX
KOMITOHEHT C poTaljueit Varimax);

- KOHBEpreHTHasA: KOPPesAIA C KIMHIYeCKIMI ITOKa3aTe-
nsMu [HanpuMep, PacumpeHHas mKaaa OLEHKM MOTOP-
HbIX GyHKUMIT 60mpHMIb XaMMepemuT (Hammersmith
Functional Motor Scale - Expanded, HFMSE)].

o YyBCTBUTETBHOCTD:

- cpasHenue 6au1oB HRQOL fo u nocne Tepamum (Kpute-
puit YUIKOKCOHA).

CraTucTuyeckuit  aHamus. JIcmonb3oBaHa —IporpaMma
RStudio (Bepcms 4.3.3) ¢ makeramm lmed [y CMelIaHHBIX
mogeneit. [ ICC mpumeHeHa nuHelHasA MOfENb ¢ QUKCUPO-
BaHHBIMU 3ddekTamn (Bospact, Tun CMA) u cnydaitHpIMM
(ID nanyenTa). Yposenb 3HaunmMocTn p<0,05.

Pesynbratbl

IIcuxomeTpudeckne CBOICTBA PYCCKOSA3BIYHOIM
PedsQL™ 3.0 Neuromuscular Module

HapexxHocTb:

o BHYTpEHHsA cormacoBaHHOCTD (o Kponbaxa);

e IS JETCKOV BEPCUM:

- ¢usnyeckoe 6maromonyune: a=0,92,

- COoIMaybHOE 6narononque: a=0,93,

- MarepuanbHoe 6arononyune: a=0,96;

o LA POAUTENbCKON BEPCUM:

- ¢usnyeckoe 6maromonyune: a=0,93,

- COoIMaybHOE 6narononque: a=0,95;
 MarepmasbHoe 6marononyune: a=0,95.
3unavenusa >0,9 CBUJETENbCTBYIOT O XOpOUIEH BHYTPEHHEN

COITIACOBAaHHOCTI.

Bocnpoussopgumocts (ICC, TecT-petect):

o ms Beex mkan ICC cocrasun 0,85-0,92 (95% poBepurens-
Hbl1 nHTepBai 0,76-0,95), 4TO MOATBEP>KMIAET BHICOKYIO CTa-
OUILHOCTD Pe3y/IbTAaTOB IIPY IOBTOPHOM TeCTHPOBAHWIN.

BanupgHocTh:

o KoncrpykrHas BamupHOCTD (PaKTOPHBIL aHANN3):
HOATBEPXK/ieHa Tpex(paKTOpHAs CTPYKTypa, COOTBET-
CTBYIOIIasl OPUTMHAIBHOI BEPCUM:

1) ¢usnueckoe Omaromonyune (17 MTYHKTOB, OOBSCHsET

43,2% pucnepcun),

2) coumanbHoe 6arononyune (3 myHkTa, 12,1% aucrepcun),
3) marepuasbHOe 6aromnony4ne (5 IyHKTOB, 8,7% Aviciepcyn);
Harpyskiu IyHKTOB Ha ILiefeBble ¢aktopsr: 0,45-0,79.

o KoHBeprenTHas BaMIHOCTD:

- BBISIBJ/ICHBI 3HAYMMBIE KOPPEIALIUIL:

1) mexnpy ¢usudeckymu nokasarensamu u 6amramu HFMSE

(r=0,62, p<0,01),

2) coLuabHBIMU LIKAJaMM ¥ YPOBHEM TPEBOXKHOCTH (I10

mkane HADS, r=-0,54, p<0,05).

Ouuamuka KX Ha done Tepanun. CpaBHeHue 6a/U10B O U
HOCTIe JIeYeH Vsl HYCYHepCeHOM IIpUBefieHO B T 3.

Kak BuHO U3 Tab/IMIIBL, YTy 4ILIEHNE COCTABUIO:

o ¢usuyeckoe 6arononydne: +6,7 6amwmos (71,2 — 77,9);

o coumaabpHOe b6aromnonyure: +8,9 6amos (59,6 — 68,6);

 MarepuanabHOe 6arononyune: +9,6 6annos (67,4 — 77,0).

Y meteit 13-18 jieT moKasateny COLMANBLHOTO O/IarOmoTy Ynst
Hioke (53,0 mo cpaBHeHmIo ¢ 62,5 y geteit 5-12 net; p=0,03),
YTO, BEPOATHO, CBSA3aHO C BO3PAaCTaHNMeEM IICHMXOCOLMAIbHBIX
po67eM B IOfPOCTKOBOM BO3pAcTe.

Han6ompumit mpupoct KX nocne tepanum ormeder npu
CMA 1 (¢pusuueckoe 6maronomnyune: +15,4%), 4To KOppenupy-
eT C y/Ty4llIeHieM MOTOPHBIX (PyHKI[WIL.

Bepcun
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Ta6nuua 1. CamoonpocHUK ana nayueHToB 13-18 nert (B KauecTBe Nnpumepa)

Table 1. Self-questionnaire for patients aged 13-18 years (as an example)

Ne Mpo6nembi Hukorga Pegko WHorpga Yacto MouTtn Bcerpa
Mpobniembl, CB8A3AHHbIE C MOUM HelipOMblweYHbIM 3a601e8aHuem
1 MHe TsKeno aplwaTb 0 1 2 3 4
2 | fl nerko v 6bIcTPo 3abonesato 0 1 2 3 4
3 | Y MeHA noABNATCA PaHKN UN CbiNb 0 1 2 3 4
4 | Mow Horm 6onsaT 0 1 2 3 4
5 | A uyBcTBYIO CEOA yCTaBIWIMM 0 1 2 3 4
6 | fl uCNbITbIBAO YyBCTBO CKOBAHHOCTM B CMUHE 0 1 2 3 4
7 | Mo yTpam s Npocbinatoch yxe yCTaBLwmnm 0 1 2 3 4
8 | Al uyBCTBYIO, UTO MOU PYKU Cnabble 0 1 2 3 4
9 | MHe TpyAaHO Nob30BaTbCA BaHHOW KOMHATOW / TyaneToM B OQUHOYKY 0 1 2 3 4
10 | MHe TpyAHO HabvpaTb BEC UV XyAETb, KOTAa A MblTaloCb 3TO AenaTtb 0 1 2 3 4
11 | MHe TAXeno nonb30oBaTbCA pyKkamu 0 1 2 3 4
12 | Y MeHsA npobnembl ¢ rnoTaHnem NuLm 0 1 2 3 4
13 Ha 10, UTo6bl BOCMONb30BaTbCA BAHHON KOMHATOW / TyaneTom, 0 1 5 3 4
Y MEHA YXOAUT CINLLIKOM MHOFO BpeMeHU
14 | Y MeHA yacTo NoABNAIOTCA CUHAKWN UAW LLapanuHbl 0 1 2 3 4
15 | Ha 10, Uto6bl NOECTb, y MEHA YXOAUT CAMNLLKOM MHOTO BPEMEH 0 1 2 3 4
16 | Korpa A noxycb cnaTtb, MHe TAXENO NepeBopaynBaThbCs B KpoBaTy € 60Ky Ha 60K 0 1 2 3 4
17 MHe TAXeno nocewaTb pasnnyHble MecTa 13-3a CBOero BCromoraTesibHoro 0 1 5 3 4
obopyaoBaHus
pobnemsl c obujeHuem
1 MHe TpyaHO pacckasblBaTb Bpayam U MeficecTpam O TOM, 0 1 5 3 4
KaK A cebs uyBCTBYIO
MHe TpyaHO 3aaaBaTb BOMPOChI Bpayam uUnu mefgcectpam 0 1 2 3 4
MHe TpyAHO pacckasbiBaTb O CBOEM 3aboneBaHVmM ApYrim NoAAM 0 1 2 3 4
lMpobnemsl 6nazonony4us cembu
1 | B Moel cembe peAKo MNaHMPYIOTCA NOE3AKN NN OTMYCK 0 1 2 3 4
2 | Y moell ceMbU He Bcerpa xBaTaeT BPeMeHM Ha OTAbIX 0 1 2 3 4
3 | A pymalo, uTo y Moeii ceMby TPYAHOCTU C AeHbraMmn 0 1 2 3 4
4 | MHe KaxeTcsa, y MOel CeMbW MHOTO TPyAHOCTEN 0 1 2 3 4
5 Y MeHs HeT BcnomoraTtenbHOro obopyaoBaHus, 0 1 5 3 4
B KOTOPOM A HyX[aloCb

Ta6nuua 2. CpegHuii 6ann no onpocHuKy PedsQL™ 3.0 Neuromuscular Module fo n nocne neyeHuns HycHepceHoOM

Table 2. Mean score according to the PedsQL™ 3.0 Neuromuscular Module before and after treatment with nusinersen
Dusnyeckuii nokasarenb CoumanbHbIli NOKasaTenb MaTtepuanbHblii NoKa3aTenb
Tun CMA MauyneHT N2
Ao nocne Ao nocne Ao nocne
1 63,7 74,1 63,3 75 70,0 77,3
2 76,5 83,7 65,3 74,6 71,2 77,4
CMA T 3 42,6 47,3 0,0 6,8 35,0 73,1
4 35,8 40,1 3,0 52 41,2 48,5
5 47,0 64,5 16,6 30,5 35,0 45,6
6 70,5 77,3 83,3 85,3 65,0 76,4
1 54,1 67,4 36,8 51,2 67,2 74,5
2 67,6 76,2 741 783 73,2 79,3
3 70,6 77,9 58,3 69,3 70,0 71,5
4 77,9 79,8 50,0 66,9 34,7 70,1
5 56,2 68,5 63,3 74,8 75,5 85,2
CMA 2 6 94,1 95,4 83,3 92,5 85,0 90,3
7 70,5 75,6 75,0 94,1 75,0 97,2
8 67,6 76,5 443 50,5 60,0 68,5
9 75,0 83,9 67,3 69,2 65,0 66,4
10 69,1 74,7 66,6 70,2 70,0 74,6
11 72,3 74,2 751 77,5 70,0 72,1
1 86,2 92,7 74,3 77,2 81,4 87,9
2 94,1 94,6 50,0 61,3 95,0 97,7
3 79,4 84,6 65,0 75,7 713 75,3
CMA3 4 57,3 71,6 50,0 751 70,0 82,7
5 91,1 93,7 94,5 95,4 96,5 95,2
6 73,5 78,2 55,2 59,2 65,8 72,5
7 76,5 83,2 41,6 58,2 70,0 81,5
8 58,8 64,6 55,1 59,1 45,0 53,8
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Ta6bnuua 3. CpaBHeHue 6annoB HRQoL ao n nocne Tepanuu
HYCUHepCceHOM

Table 3. Comparison of HRQoL scores before and after nusinersen
therapy

dusnueckoe CouymanbHoe MarepunanbHoe

Tun CMA 6narononyuuve 6narononyuue 6narononyuue
(ao/nocne) (ao/nocne) (po/nocne)

CMA1 56,0 — 64,5* 38,6 — 46,2* 52,9 — 66,4*
CMA 2 70,5 — 77,3* 63,1 —72,2* 67,8 —> 77,2*
CMA3 77,1 — 82,9* 60,7 — 70,1* 74,4 — 80,8*%
*p<0,05 (KpUTEpUn YUNKOKCOHA).
*p<0,05 (Wilcoxon test).

Crpykrypa mkan u sHadeHus: o KpoH6axa cOOTBETCTBYIOT
IDaHHBIM OpuUrMHanbHOI Bepcun (a=0,89-0,94) m mcmaHCKOM
aganrannu (a=0,90-0,95) [8]. B pyccKosI3bIYHOI BepCH BbILIE
4yBCTBUTENIBHOCTb K M3MeHeHusaM npu CMA 1 (+15,4% 1o
cpaBHeHuIo ¢ +10,2% B MCIIAHCKOIT BLIOOPKE).

O6cyxaeHne

Hame wnccnenoBaHme IIpefCcTaBiAsAeT IIEPBYI0 Balnpaa-
LU0 PYCCKOA3BIYHON Bepcum ompocHuka PedsQL™ 3.0
Neuromuscular Module mnst oneHKM KadecTBa XU3HU AeTell
co CMA. PesynpTaTbl JEMOHCTPUPYIOT, 4TO aflalTUPOBaH-
Hasl BepCcus COXpaHAeT MCUXOMeTpUUeCK/e CBOMICTBA OPUTH-
HaJIbHOTO MHCTPYMEHTAa JM IPUTOfHA /I MCIIONb30BaHMA B
PpOCCMIICKOM KIMHMYeCKoN pakTuke. Kak u B opurnHanbHOM
QHITIOSI3BIYHOI Bepcui [5], mpefioxKeHHasT afanTalys MoKa-
3aj1a XOpOLIYI0 BHYTPEHHIO CcOrlacoBaHHOCTD (a0 Kponbaxa
0,92-0,96 o cpaBHenuto ¢ 0,89-0,94 B opurnHase); BLICOKYIO
TecT-perecT-HapexxHOCTh (ICC 0,85-0,92); coxpaHeHMe Tpex-
(baKTOPHOI CTPYKTYPHI.

Oco6blit MHTEpeC IpefCTaB/IsAeT CpaBHEHME C VICIIAaHCKO
Bepcueit [8], re Takxke OTMeYaINCh CXOXMe 3HaueHus o KpoH-
6axa (0,90-0,95), aHa/IOTMYHOE pacIpefie/ieHe Harpy3Ki IyH-
KTOB IIpy (paKTOPHOM aHa/IM3e U COMOCTaBMMAs YYBCTBUTEIIb-
HOCTb K T€paIuIL.

OpHaKo B pPOCCUIICKOM MCCIeOBAaHNM BBIABIEHBI HEKOTO-
pble Ky/IbTYpHbIe 0COOEHHOCTH:

o HECKOJIBKO 060Jiee BbIpaXKEHHOE yIydlleHne $pu3ndeckoro
6marononyuns npu CMA 1 (+15,4% npotus +10,2% B uc-
[IaHCKOI1 BBIOOpKE);

o MEHBIINII IPUPOCT COLMAIBHBIX TTI0Ka3aTeseil y MofApOoCT-
KOB 13-18 neT.

Pe3ynbTaTbl NOATBEP)KHAIOT, YTO PYCCKOA3BIYHAS BepCuUsA
H03BOJAET OOBEKTUBHO OLIEHMBATh 3¢ (eKTUBHOCTb MATo-
TeHeTHYECKOl Tepalny, BbUB/seT Haubormee IpOOIeMHbIE
aciextel KXK (dmsmueckme orpaHmueHus: y manmeHTOB CO
CMA 1, counanbHble TPYSHOCTH Y HOAPOCTKOB), MOXKET JC-
II0/Ib30BAThCS I/I1 MOHUTOPMHTIA COCTOSHNUA B INHAMUKE.

OrpaHndeHns UCCIefOBAHNA:

o OTHOCHTENIBHO HebosblIas BbIOOpKa (n=25);

o OTHOCUTEIBHO KOPOTKMIt epuop HabmopeHns (1-2 roga);

e OTCYTCTBME CPAaBHEHUA C JPYTMMIU HEPBHO-MBIIIEYHBIMU
3a0071eBaHNAMMA.

3aknioueHne

Hame mccnefoBanue — meppas yCIlellIHasA afaNTallsa U Ba-
MUEANVA PYCCKOA3BIYHONM Bepcum ompocHuka PedsQL™ 3.0
Neuromuscular Module st onernxu KX gereit ¢ Takum Heps-
HO-MBbIIIeYHbIM 3abomeBanueM, kak CMA. ApanTanus mpo-
BefleHa B IIOJIHOM COOTBETCTBMMU C MEX/YHApPOLHBIMM CTaH-
Japramy, BKJIIOYasl STAIlbl IIPSIMOrO M OOPAaTHOrO IIepeBOfa,
9KCIIEPTHON OLEHKM M KOTHUTMBHOTO JMHTEpPBBIOMPOBAHIIA.
OuHanmpHasg BepcUA OIPOCHUKA IIPOfIEMOHCTPUpPOBAIA XO-
polIyI0 MOHATHOCTb U IPUEMJIEMOCTb IS PYCCKOA3BIYHON
nony/sALyu. BeisiBieHbl BbicOKas HafexHocTs (o KponbGaxa
0,92-0,96 pns Bcex MLIKa), XOPOIIas BOCIPOM3BOJUMOCTD
(ICC 0,85-0,92), coxpaneHMe Tpex$aKTOPHOI CTPYKTYPBI, CO-
OTBETCTBYIOLIE/l OPUTMHAIbHOMY OINPOCHMKY, UyBCTBUTE/b-
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HOCTb K KJIMHIYECKUM M3MeHeHMAM Ha ¢oHe Tepanuu. Ompo-
CHUK IIOKa3aJl 3HauyMoe y/TydlleHue Bcex Iokasareneit KOK
IIOC7Ie TepaIyyi HYCHHEPCEHOM, B TOM 4uc/ie B GU3MIeCKOi
cdepe, y manyertoB co CMA 1. BoisiBieHs! 0cO6€HHOCTH BN~
AHMA BOo3pacTa Ha couuanbuble acnekTsl KJK. CpaBHUTEIbHBIIL
aHa/IM3 TIOATBEPAN/I COOTBETCTBYUE IICMXOMETPUYECKMX XapaK-
TEPUCTUK PYCCKOA3BIYHON BEPCUM OPUTMHATBHOMY MHCTPY-
MEHTY U IPYTUM sI3bIKOBBIM alallTallVsAM, IPY 9TOM OTMEeYeHbl
HEKOTOpble Ky/IbTypHO-clieluduyeckne ocobeHHocTH. Pe-
3y/IbTaThl MCCIEOBAHMA NIO3BOJIAIOT PEKOMEHIOBATh PYCCKO-
a3bl4HyI0 Bepcnio PedsQL™ 3.0 Neuromuscular Module ast
PYTUMHHOTO K/IMHIYECKOTO MCIIONb30BaHMs IPU MOHUTOPMHTE
nanyeHToB co CMA, olieHKH 3G GeKTMBHOCTY Pa3NTUIHbIX Te-
paIeBTNYeCKVX IIOIXO/i0B, IPOBEIEHNA Hay4YHBIX MCCTIeN0Ba-
Huit KX B poccnitckoit nonynsauym. IlepcnekTuBHbIE HalIpaB-
JIeHUs! Ja/bHeMIINX UCCIeTOBaHMIl — Ba/lUJalsl OMPOCHUKA
Ha 60Jiee KPYIIHBIX BBIOOPKaX, OLIEHKA HEePEeKPeCTHON Baj-
HOCTY C ipyruMu MHCTpyMeHTaMu oneHku KOK, nccnenosanne
BO3MOKHOCTEV! JICIIONIb30BAHMSA OIPOCHNMKA IIPY IPYTUX HEPB-
HO-MBIIIIEYHbIX 3a00/IeBaHISAX.

ABTOpBI BBIPA)XKAIOT UCKPEHHIOI0 6/1ar0XapHOCTb:

1. IIpodeccopy k. Bapum (J. Varni) — cosgareno opuru-
HaJIbHOIT Bepcuu onpocHuka PedsQL™.

2. KoMaHle NepeBOAYMKOB 3a BBICOKOKBaIM(UIMPOBAH-
HbIJ1 IMHIBUCTUYECKUIT TIepeBOJ U Ky/IbTYPHYIO afjanTa-
LIMIO IHCTPYMEHTA.

3. OKCcIepTHOI IpyIllle, BKIIYAIell HeBPOIOrOB, IICUXO0-
jioroB u creruanuctoB Mo KJK, 3a mieHHble 3amMeyaHusa u
PEKOMEHAALNY TI0 YAYYLIEHNIO PYCCKOS3BIYHOI BEPCHIL.

4. TlauueHTaM ¥ UX PORUTENISAM, IPVHSABILNM y4acTHe B UC-
CTIeflOBaHNN, 32 COTPYAHIYECTBO U TepIICHNE.

5. Komnextusy I'bY3 MO «MOHVIKU nm. M.®. Bragumup-
CKOTO» 32 OPraHM3ALMOHHYIO HOJEPKKY ¥ IIPesoCTaB-
JIEHHYI0 BO3MO>KHOCTb IIPOBEfIEHIsI ICC/IEJOBAHNI.
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CYTCTBHUe BHeIIHero (MHAHCUPOBAHMA I/ IPOBEEHMs JC-
clefoBaHMA U MyOMMKaLuu craTbu. PaspaboTka 1 Bamupanmsa
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TE/IPHO B HAYYHBIX Lie/IAIX, 6€3 KOMMepPYeCKOil 3auHTepeCOBaH-
HocTu. Bce mpaBa Ha opurmHanbHy0 Bepcuio PedsQL™ mpu-
HajiexxaT npodeccopy xeitmcy Bapuu.
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CoOTBeTCTBME MPUHIMIAM 3THKI. [IPOTOKON MCCIenoBa-
HUSI Off0OpeH JIOKa/IbHBIM 3Tn4eckuM Komurerom (IBY3 MO
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ndopmuposannoe cornacue Ha my6nmkanuio. IlanueH-
ThI Topmucam GopMy H06POBOIBHOrO MHPOPMUPOBAHHOTO
cormacysi Ha yO/IMKaIio MERUIIMHCKO MHPOPMALININL.

Consent for publication. Written consent was obtained from
the patients for publication of relevant medical information and
all of accompanying images within the manuscript.
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