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BBegenne. AXOHIPOIIAsysl — 4aCTO BCTPEUAOIIASICS CKeJIeTHas JUCIIasust. Bo30opuTua, siBJSIeTCsT epBbIM MPerapaToM, BIMSIIOIIMM Ha MaToreHes
HapyILEHHOTO SHXOHAPAJbHOIO pPOCTa MpM axoHaporiasun. KiyHu4yecKkue MCIbITaHus BTOPOM M TpeTbeil (asbl Mmokasaiu ero 3hQeKTUBHOCTD,
MIPMBEZIEHBI TOC/IEIHME COBPEMEHHbIE JIMTepaTypHble AaHHble. [Tocie mpemocTaBaeHns HaydHO 0O0CHOBAHHONM MH(pOPMAaIMM POBEEH ONPOC CPeay
popuresei neteii ¢ AXII ¢ esbio OLeHKM VX MHEHVSI TePei HauaIoM BHEIPEeHNsI TIperapara B MeAUIMHCKYIO pakTuky. MaTtepuasisl u MeToabl. Ompoc
nipoBoamics 21-24 mionst 2021 roma Ha 6ase Llentpa WimsapoBa u maimeHTCKON opranusaimn «LIeHTp MoaaepsKKu MalyeHToB ¢ aXOHPOIUIasuei u
JIPYTYMM KOCTHBIMM OUCIUIAsUSIMMU U UX cemeii «MaseHbkue ony». AHKeTa BKJIOUYaga 5 BOIPOCOB, COCTABIEHHBIX MIEPBbIM aBTOPOM CTaTbu. st
aHa/M3a TMOJIYYeHO 65 3arojiHeHHbIX aHKeT. PesyiabraThl M o6cykaenue. [Togapisioinee GOJBIIMHCTBO POIMTENEN [TOBEPUTEBHO OTHOCUTCS K
npuMeHeHuto Bo3oputnza, Kak cpeicTBa JOCTUKEHMS] TapreTHOI'O POCTa, MIO3BOJISIIOILETO VCKIIIOUNTD XMpypruyeckoe jedenye. OQHaKo rnapauiesibHoe
MpMMeHeHMe JAHHOTO Iperapara M XUPYPruueckoro jJedeHus py He3aBepileHHOM pOoCcTe peGeHKa He MCKIII0YAaeTcsl B ciiyvyae, ecyiu rpaduky pocTta
OTPaXKAIOT HEJOCTMKMMOCTb TPeGyeMbIX TapaMeTpoB K MOMEHTY 3aKpbITHSI 30H pocTa. HecMOTpst Ha TO, UTO Ha CErOMHSIIHUI MOMEHT JOCTOBEPHO
JIOKa3aHHbIM SIBJISIETCSI JIUIIIb BiMsiHMe Bo3oputuaa Ha pocT pebenka ¢ AXII, ponuresv JoBepUTEIbHO OTHOCSTCS K MH(OPMALM O BO3MOXKHOM BJIVSTHUM
mpernapara Ha Apyrye mpobieMbl, CBSI3aHHbIE C HAPYLLIEHMeM SHXOHAPAJILHOTO POCTa, ¥ TOTOBBI HaUaTh Tepanuio B 60jiee paHHEM BO3pacTe U Ha 6osee
TPOIOJKATENIbHBIN TIepyrof. PomuTesn He MPOTUBOMOCTABISIIOT (hapMaKoJIOrMyeckoe JeueHne 1 Xupypriuyeckoe. Bosopurua paccMarpuBaeTrcst Kak
OCHOBHOJI KOMIIOHEHT JIEUEHMSI, & XUPYPrUsl — Kak KOMILIMMEHTAPHbIN ¥ NOCIeNYIOMi (TIpy HEOGXOAMMOCTH), ¥ 9TO PasyMHOe COUeTaHMe MOBbILIAeT
JOBepye poauTeseii K MPOrHO3UPyeMOMY GIaronpusTHOMY MCXOLY JIeYeHNsI.

KitioueBble ¢j10Ba: axoHAPOIUIasws, Bo3opuTi, aHkeTrpoBaHe

Introduction Achondroplasia (ACP) is a common skeletal dysplasia. Vozoritide is the first drug that has an effect on the pathogenesis of impaired
enchondral growth in achondroplasia. Clinical trials of the second and third phases have shown its effectiveness according to the latest literature data
presented. After providing scientifically grounded information, a questionnaire was completed by parents of children with ACP to have their opinion
before the introduction of the drug into medical practice. Materials and methods The survey was conducted on June 21-24, 2021 at the Ilizarov Center
supported by the patient’s organization Small People Support Center for Patients with Achondroplasia and Other Bone Dysplasias and Their Families. The
questionnaire included 5 questions, compiled by the first author of this study. 65 completed questionnaires were received for the analysis. Results and
discussion The overwhelming majority of parents have confidence in the use of vozoritide as a means of achieving targeted growth which may allow to
avoid surgical treatment. However, the parallel use of this drug and surgical treatment for incomplete growth of a child is not excluded if the growth graphs
show that the required parameters have not been achieved by the time the growth zones are closed. Despite the fact that at present only the influence of
vozoritide on the growth of a child with ACP has been reliably proven, parents feel confident with the information about the possible effect of the drug on
other problems associated with impaired enchondral growth, and are ready to start therapy at an earlier age and for a longer period. Parents do not oppose the
pharmacological treatment to surgical treatment. Vozoritide is seen as the main component of treatment, and surgery as a complementary one that follows
(if necessary). This reasonable combination increases the parents' confidence in the predicted favorable treatment outcome.

Keywords: achondroplasia, Vosoritide, survey

BBEJIEHUE

AXOHIIpOIUTa3usl SIBJIIETCSI JOCTATOYHO YacTO BCTpe-
YAIOIIENCsT CKeJIeTHOV MMCIUIa3MeN, XapaKTepuU3YIOIIeics
JUCTIPOTIOPIIMOHAIBHBIM TTaTOJIOTMYECKY HU3KMM POCTOM,
yacTora 3abosieBaHus OoTpaykaercss B mporopimy 1:25000
HOBOPOXKJeHHbIX [1-5]. [laHHOe 3abosieBaHMe OGYC/IOBIIE-
HO JOMMHAHTHOM MyTallMel reHa, KOTUPYIOIIEro PerernTop
(dakropa pocra ¢pubpobiaactoB (FGFR3), uto BemeT K mo-
CTOSIHHOJ T1aTOJIOTMYECKOV aKTUBAIlMY MMUTOrE€H-aKTUBMU-
pyemoit niporenH-kuHasbl (MAPK) , uro, B cBOIO ouepenp,
BJIeUeT yTHeTeHMe 3HXOHApaibHON occubpumakumu [6]. Ha-
pyIlleHMe SHXOHAPATbHOTO OKOCTEHEHUS MPOSIBIIIETCS Ta-
TOJIOTMUYECKM HMU3KUM POCTOM, PU3OMETMUYECKUM TUIIOM
YKOpOUEHVeM KOHEYHOCTel, Makpoledanei, yrioBbIMUA U

TOPCHUOHHBIMM Te(hOPMAIMSIMYU KOHEYHOCTEN, CTEHO30M IO~
SICHUYHOTO OT/IesIa TIO3BOHOYHMKA, HapyIIeHVeM DasBUTHUS
KocCTell ymueBoro ormena deperna [7-9]. CreHo3 foramen
magnum ¥ CBSI3aHHAs C 3TUM KOMIIPECCHs e HOTO OTaesa
MI03BOHOYHMKA MOT'YT BBI3bIBATH AITHO3 LIEHTPAIbHOTO reHe-
3a ¥ IIECTUKPATHO TIOBBIILIEHHBIN PYCK BHE3AITHOM CMEPTHU
B paHHEM [IeTCTBe TI0 CPABHEHMIO C OCTaIbHOM TMOIYJISIIM-
eit [7-9]. Cpenu npyrux mpobsiem y JeTeil ¢ aXOHApOoILIa-
3ueit (AXII) orMeyaroT OGCTPYKTUBHOE arHO), CBSI3aHHOE
C OTHOCUTEJIbHOM TOH3MJUIAPHON rumneprpodueir, rumpo-
tedamo, ObIXaTeJbHYI0 HENOCTATOYHOCThb, T'MIIOTOHUIO,
60JIeBON TIOSICHUYHBIN CUHIPOM, CHIDKeHMe ciryxa [7-9].
BriiieykazaHHble HapylleHMuss OOyCIOBIMBAIOT (YyHKIMO-
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HaJIbHbIe HAPYIIIEHNsI, CHISKAIOIII/e KaueCTBO SKU3HU U BbI-
3bIBAIOLIME TICUXO-COIMaabHble Ipo6semsl [10-13]. TToBbI-
LIeHHast B 2 pasa [0 CPaBHEHUIO C OCTaJIbHOM TMOMYJISILeNn
cMepTHOCTD Y mofeit ¢ AXIT ormedaeTcst B iepro, OT POsK-
IeHMsI 1o Bo3pacTa 4 JieT ¥ Ha ITPOTSIKEeHUM YeTBEPTON U TIs-
TOM JeKabl JKU3HU, TP STOM POIOJIKUTEJIBHOCTD JKUSHU
COKpallleHa, B cpenneM, Ha 10 et [14].

[TpumeHneHne ropmoHa pocTa MMeO BecbMa OrpaHu-
YeHHbI! ycrexX B (hapMaKoIOrMuecKkoil Koppekimm mpobiemM
AXII. Ctumysmsiuysi pocta Ipy IpUMeHeHMU TOpMOHA OT-
MevaJsiach JIMIIb Ha TPOTSDKEHMM TIepBbIX OBYX JET Jieue-
uust [15]. B cpentem, yBenmueHne pocta cOCTaBWIO 2,5 CM
Y MYKUMH U 2,8 CM Y SKeHILIMH Tpy nepuone HaOIomeHunst
10 ner [16]. Kpome Toro, He oTMe4as0Ch HMKAKOIO YMeHb-
IIeHUST AMCIPONIOPIMOHAIBHOCTY. XUPYPTUsl YIJIMHEHUST U
KoppeKiyn aedopmariyii KOHEYHOCTEN SIBJIIETCS JOCTATOYHO
3¢ deKTUBHbIM, HO BEChMa arpecCMBHBIM METOIOM JIEUEHMST,
KOTODBIiA, BIIPOUEM, He BiysieT Ha Ipyrue mpossienvs AXII,
KpOMe HU3KOTO pocTa 1 Jedopmariuii koneuHocreit [17-19].

Hatpuitypetnueckuit nentun C-Tuma sIBISIETCSI ecTe-
CTBEHHBIM CTUMYJ/ISITOPOM 3HXOHJPAJbHOTO POCTa U OC-
cubmkanyn. JIauTesbHble BHYTPUBEHHbIE MHBEKIIUU K-
30T€HHOTO HaTPUITyPEeTUUECKOTO MeNTUIa KOPPUTHMPOBAIN
HapyIIeHHbI POCT IJMHHBIX KOcTel y mbiiein ¢ AXII,
mpepbiBas yrHeTarommii 3deKT maroaormyecku akTUBU-
posanHoro penentopa FGFR3 [20].

Bosoputug, (BioMarin) - peKOMOMHAHTHbBIV HATPUITY-
petuueckuit nentun C-Turia, UMeIOIIMIA OOJIBIINI TTepu-
OfI, TIOJTY>KM3HM, YeM SHIOTEHHBIN, UTO 06eCIeunBaeT eMmy
CTOVKYIO (hapMaKOJIOTMUECKYIO aKTMBHOCTb [21].

JToKIMHMYECKIE Y KIIMHUYECKYE VUCTIBITAHUSI BTOPOW U
TpeThell (a3bl JaHHOTO Mperapara MoKasaau CIenyolye
abdexTs [22, 23]:

- BO BTOpO# (ha3e UCIBITAHUN MPU €KeIHEeBHOM TOJ-
KOKHOM BBEIEHMM H03bI 15MI/Kr IMOJIyYeHO esKeromHoe
yBeJIMYeHue CKOpOCTM pocTa Ha 1,5-2 cM Ha MPOTSDKEHUN
6ostee 42 MecsIIeB;

- TIOJTyueHye Tipenapara Ha mpotspkeHn 60 MecsiiieB o6e-
CIIEeUMJIO KYMYJISITUBHBIN TOCTOBEPHbI 3((EKT YBEIMUEHNUS
pocra Ha 9,08 cm (mOCTOBEpHOE pasyiure OT UCTOPUUECKON
KOTOPTBI, MAEHTUYHOM IO BO3PACTY U TIOTY) TIPU CPeIHEron0-
BOM JIOTTOJTHUTEIbHOM YBeJIMUeHuy pocTta Ha 1,34 cm;

- B TpeTbel (ase KIMHNUECKUX UCIBITaHNUI, mocsie 52
HeJlesTb eXXeTHEBOTO MOIKOXXHOTO BBefeHus1 Bo3oputuma B
nmose 15 Mr/kr y mereii B Bozpacrte 5-15 jieT ormMeueHo mo-
MIOJIHATEJILHOE €KerofHoe yBeyenne pocra Ha 1,57 cm,
yBeJIMUeHMe CTaHJaPTHOTO OTKJIOHEHMST 3HaUeHMI POCTa,
B cpennem, Ha 0,28 (Z-score) (mocToBepHbIE OTIMUUS OT
I'PYIIbI 1a1e6o);

- nocyte 52 Hemesb KIMHUYECKMX MCIIBITAHMI OTMEeYeHa
TeHJeHIVsT (CTaTUCTUUECKM HEeJOCTOBEepHas)) yYMEeHbIIIeHMUS
JIVCITPONIOPIMOHATBHOCTHM JJTMHBI TYJIOBUILIA Y KOHEYHOCTEIT;

- BaXHO OTMETUTD, YTO CTUMYJISIIIUS pocTa Bosopurtu-
JIOM TIpoycXoausia Ha GOHe eCTeCTBEHHOTO MOCTENeHHOTO

CHIKEHMSI CKOPOCTHM POCTA, XapaKTePHOTO KaK JIJIst JETe C
HOPMaJIbHBbIM POCTOM, Tak ¥ aJist getei ¢ AXII;

- IpyIma mianebo, Kotopas mocie 52 Hemeslb Havasia
MoJTyyaTh Bo3opuTii, MpogeMOHCTPUPOBAJIA TIO3THEE Ta-
KM€ K€ CABUTY B CKOPOCTY POCTa, YTO U IPYIIINa, MoJTyJyaB-
11as1 pernapar ¢ MepBoro JIHS;

- He OTMEUYEHO aKcesepaluu KOCTHOTO BO3pacTa Mof,
BJIMsIHMEM Bosoputnna;

- cpeny HekesaTebHbIX M MOOOYHBIX 3deKkToB 006-
HapysKeHbl JIMIIIb He3HauMTelbHbie U cjabbie (peakiuu
Ha MeCTax MHDbeKIIMIA, aCUMIITOMAaTHUeCKas TUTIOTEH3Ms),
Ipy repuofe HabomeHus 5 jieT, He OOHapy>KeHbl KOCTHbIE
QHOMAJIUY ¥ HapYIIIeHMs PasBUTHSI, OOYCIOBJIEHHbIE TEVi-
cTBMEM MpenapaTa. TeM He MeHee, oTHaeHHbIe 3(DdEKTbI
Bosoputuma Hen3BeCTHbI;

- IeJlaeTcsl TPEeAToNoXKkeHne, uyto 6osiee IIUTEbHOE
npuMeHeHre Bosoputnupa, Hauaroe B paHHEM BO3pacTe,
CIMOCOOGHO TOJIOKUTENIbHO BAVSITH M HA KOPPEKIUIO [IPY-
rux mposienernii AXII: mucrmponopiumMoHaJbHOCTh Tapa-
METpOB TeJjia, CTEHO3 IMOSICHUYHOT'O OTAeIa [TO3BOHOYHYKA,
nedopMaly KOHEYHOCTEN, HapylleHue PasBUTUS JIAIIe-
BOTO OT[eJIa Yepera, CTeHO3 GOJIBIIIOrO 3aThLJIOUHOTO OT-
BEpCTUS U T.1.

Bosoputuz, siB/iseTCs TepBbIM TpernapaTtoM, CII0CO6-
HBbIM BJIMSITh Ha TaTOreHe3 axXxOHAPOIUIa3uM, UTO M3MEHs-
€T CTpaTeruio OKa3aHus MEeIUIIMHCKON TIOMOIM JETSIM C
AXII. TloHumaHue poju Takoro ¢apmMaKoJOTr1ueCcKOro
BMelllaTesibcTBa B npobsieme AXIT TpebyeT BHMMAaHMUS CO
CTOPOHBI MEIUIIMHCKOTO COOBIIECTBA K MHEHUIO POIMTE-
nent gerent ¢ AXIT oTHOCHTE/IbHOIO JAHHOIO THUIIA JIeye-
HMSI, a TaK)Ke yyacTusi B GQOPMUPOBAHUY CTPYKTYPUPOBaH-
HBIX ¥ Hay4YHO OOOCHOBAaHHBIX 3HAHMI O BO3MOXKHOCTSIX
rpernapara, BKJIO4Yasi ero 3QpQGeKTMBHOCTb, 0COOEHHOCTU
TpuMeHeHust, HeGmaronpusTHbie 3()deKThl, BEepPOSITHOM
MIPUCYTCTBUY HEU3BECTHBIX 3P PEKTOB, a TaKKe MOTEHIIN-
aJbHOM coueTaHuy (MOC/IeNOBaTeIbHOM MM Tapasiiesib-
HOM) C IPYTMMM METOIaMM KOPPEKITUM.

Ha wam B3risa, mpoctoe moBeneHue MHOOPMAIUU O
HOBOM (hapMaKOJIOTMYECKOM BO3IEMCTBUYM Ha IaTOreHes
AXTI, obs3arenbHOe B JIIOOOM Ciiydyae, TpeOyeT Mojyue-
HMsSI 06paTHOTO MHEHMSI Tepe] HauajloM BHEIpEeHUs Tpe-
rmapaTa B MEOUIIMHCKYIO MPaKTUKY, TaK Kak peub UAET O
dbopmupoBaHUM CTpaTernyu KOppeKuyy MmpobiieM, CBS3aH-
HbIx ¢ AXII, koTopoe KacaeTcsl MpaKTUUECKM BCEX aCIIeK-
TOB KM3HM JIeTell C JaHHOM Iarosiorueil. ViMeHHO MmoaTo-
My, TIOCJIe MpemoCTaBjieHns OaHHbIX (B ¢opme BeGMHapa
¥ pasMellleHNsT Ha caiiTe maieHTcKkon opranmsany AHO
"LeHTp NOmIEepsKKY MalMeHTOB C aXOHAPOILIAsuelt 1 Apy-
UMMM KOCTHBIMM OUCIUIASUSAMM U UX cemeir "MasieHbKue
sonn') o mpumeHenun Bosoputiaa n ero sddexrax, Bbi-
SIBJIEHHBIX MPY KJIMHUYECKUX VCTIBITAHUSIX, MbI TIOCUUTA-
JIV BasKHBIM TIPOBECTHU Ompoc pomutesei aetein ¢ AXII B
(bopMe OTBETOB Ha BOMPOCHI, COCTABIEHHBIE BPAYaMM-IKC-
nepramu B obsacty AXII.

MATEPHAIJIbI 1 METO/IbI

JlaHHBIN aHOHMMHBIN HOOPOBOJIbHBIN OIPOC IIPOBO-
mwics B 21-24 uwions 2021 roma. AHkera 6bUTa paspa-
6orana mpod. [.A. ITonkoBbIM, SIBJSIOIIMMCS UYJI€HOM
Vosoritide (BMN111) Steering Committee EMEA. Ankera
6blJIa TOCTYITHA KaK B TIeUaTHOM BUJE [JIsI POOUTENeNn ne-
Teli, MPOXOAMUBIINX OPTOIEANYECKOEe XUPYPruyeckoe Jie-
yenne B PI'BY «<HMMUII TO nmenn akagemuxa IA. Nnn-
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3apoBa» (T. KypraH), Tak 1 B 2JIEKTPOHHOM, pa3MeIlleHHOM
Ha caiite www.achondroplasia.ru.

AHKeTa, COCTOSIIAs M3 TISITM BOMPOCOB, TPENCTaBIeHa
Hke. Pomgyrenyt OymDKHBI GbLM BBIGPATh OMVH 13 OTBETOB Ha
BOMPOCHI 1-4 ¥ [I71s1 MATOrO BOIIPOCA — SIIIEJIOHMPOBATh CBOU
MHEHUSI 0 BaKHOCTH miposiBiieHmit AXII B opsiike yObIBaHMsT
3HaUMMOCTH. TpeboBasIOCh TAKKe yKasaTb BO3PacT peGeHKa.
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Bomnpoc 1. Bosoputug, siBnsieTcst mepBbIM IpenapaTtoM, KOPPUTHMPYIOLIMM MaTOGU3MONIOTUIO HAPYIIEHUS SH-
XOHZPaIbHOI'O OKOCTEHEeHMS U, COIVIACHO KJIMHMYECKUM MCIIBITAaHUSIM, JOCTOBEPHO CTUMY/IMPYIOIIMM €XerofHoe
yBemMueHue pocta pebeHka. PaccMoTpuTe TeopeTmnuecku: mpy npumeHeHnn Bo3oputuga u npu JOCTUKEHUN Tap-
reTHOro (3aIIaHMpPOBAaHHOr0) pocta (06619HO 140-150 cM) K MOMEHTY 3aKpBITHS 30H POCTA IJIMHHBIX KOCTEN, He-
06XOIMMO JIH ellle YBeJMUMBATb POCT XUPYPrUUeCKu?

1. Ja

2. Hem, monvko koppuzuposams ocmamounble dedpopmayuu

Bonpoc 2. Eciu npu npuMmenennn BoszopuTuza eliie B mporiecce pocta (Harnpumep, B Bo3pacte 7-9 jieT) cTaHo-
BUTCSI OYEBUIHBIM (TI0 KPMBBIM POCTA), YTO Tpebyemast GMHAIbHAS BeJIMYMHA POCTA He TOCTUTAETCS, TO CJIEAYET JIU
MIPaKTUYeCKY ONHOBPEMEeHHO IPUMEeHSTh Bo3oputua u xupyprudeckoe yaauHeHe KOHEYHOCTen?

1. Ja

2. Hem, doxcdamucsa 3asepuieHust pocma u NOMoM 8blNONHUMb XUPYP2SUUECKULL Iman

Bompoc 3. ITonoxkurenbubie 3¢ dexkTsl Bosoputuma Ha GopmupoBaHe HOpMaabHbIX PasMepPOB ¥ MPOIOPIINIA
TTOSICHUYHOTO OTZeJIa TTO3BOHOUHMKA (ITpobsieMa CTeHO3a TOSICHMYHOTO OT/iesia TIO3BOHOYHMKA), GOJTBIIIOTO 3aThi-
soyHoro orBepctus (foramen magnum), cpefHEro OThesa JUia HeOYEBUAHbI, YTO, BO3MOXKHO, CBSI3aHO C HEIPO-
IOJDKUTENTbHBIM TeprofoM NpumeHeHust Bosoputuaa. Hy>kHO s HauMHATB MPUMEHSITh 3TOT Tpemnapar B Gosee

paHHEM BO3pacTe, YTOObI ObUT GOJIbIINIT BPEMEHHO ITePUOJ, €0 BO3IECTBUS?

1. a
2. Hem

Bompoc 4. BosopuTig, — IpuHIMITMAILHO HOBbBIN Tperapar, MICTOPHS ero MpyMMeHeHsT HelTPOmO/DKUTeIbHA. Bo3-
MOSKHO, MbI He 3HaeM BCeX TIOOOUHBIX U HETaTUBHBIX 3G GheKTOB. XMpypriuyeckoe yuanHeHe, KOTOpoe U3BeCTHO U 0o-
HSTHO, HECMOTPSI Ha BO3MOKHbBIE OCJIOXKHEHMS 1 TTPOBIeMbI TpUMeEHeHwMsI, yMeeT npefanoutenye. CoryacHbl i Boi?

1. Ja

2. Hem, xupypeus cauwkom azpeccusra. @apmakonozuueckas Koppekyus pocma no3eonum uzbexcams onepa-

yuu wiu CHU3UmM»s ee poib.

Bompoc 5. Kakue npo6siemsl y feTeii ¢ axoHApoIiasueli Bol cunraeTe caMbIMy CYIeCTBEHHbIMMU? Paciionosku-
Te B MOPSIKE CHUKEeHMsI 3HAUMMOCTHM HIKe MpeicTaB/IeHHbIe MposiBaeHus, mokanyiicta (NB! Crimcok HemosHblit,

HO He JIOTIOTHSIITE).
1. IMamonozuuecku HU3KUl pocm

2. Vanoswie u mopcuoHHble dehopmayuu HUMHCHUX KOHeuHocmell
3. ducnponopyus mexncdy Onunoll mynosuwia u ONUHoOU KOHeuHocmel

4. OzparuueHnus 0guxiceHUll 8 Cycmasax

5. IIpo6nemvi popmuposanus ocesozo ckeiema (NOACHUUHBLL CIEHO3) U CEA3AHHbIE C IMUM HE8PONo2UUecKUe

OCJIOHCHEHUA

Bauu nopsidok npobnem (N0 YObIBAHUIO BHAUUMOCIIIL): ..eeeveervererversresesesssessseesssessssesssesesesssessssesssesssassssesssessssessnsesssasns

OnucaresbHass CTAaTUCTUKA MCIIOJNb30BaJaACh [JIsS
06paboTKYM KOJIMUYECTBEHHBIX JAHHBIX C MPUMEHEHUEM

nporpammbl AtteStat 12.0.5. (aBrop - W.II. Taiigsi-
1IeB).

PE3VJIBTATDBI

B 06111e31 CJTOKHOCTY MBI ITOJIYYM/IM 65 3arOTHEHHbIX
aHkeT. OTBeThI Ha BOMPOCHI 1-4 OBLIM JaHBI KOPPEKTHO
ILJIST BOSMOSKHOCTY 06paboTKM B 65 ciyuasx, Ha BOIPOC 5 —
B 37 aHKeTax MOPSIIOK PACIOIOKEHNST BbIOOpa poguTesiei
TTO3BOJIST TIPOBECTH aHaIn3.

B rabauie 1 npemcTasiaeHo paciipenesieHne OeTeil 1Mo
BO3PaCTHBIM MHTEPBaJIaM.

Tabmuua 1
Pacripesiesienye 1o BO3pacTHbIM MHTEPBaJIaM
Bospacr 0-4,99 roga | 5-9,99roma | 10,1-17 ner
pebeHka
KomnuectBo
3ar0THEHHBIX 39 22 4
aHKeT

B GonbumHcTBe cirydaeB (60 %) mpencraBiieHO MHe-
HUE POLIUTEJIEN, Ueli peGeHOK HaXOMMJICS HYKE BO3PacTa,
0OBIYHO MPUHSTOTO B HAlllel CTpaHe i1 Havyasia XUPYypru-
YECKOTO JIeYEeHUsI.

PesynbTaTel aHKeTMPOBAHMS TPENCTABJIEHBI HIKE B
Buze nuarpamm (puc. 1-4).
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22 (33,8 %)
JIE]

Het

43 (662 %)

Puc. 1. Pacnipenenenyie oTBETOB Ha Borpoc 1

OQEBMHHO, YTO IIpM OOCTMIKEHUNM TapreTHOro pocCTa
pE6EHKa 3a CUeT IIpMMEHEHNUI (bapMaKOJ'IOI‘I/I'-IECKOFO Jieyue-
HMS GOJIBIIMHCTBO pO,EU/ITEJ'[ef;[ He pacCMaTpuBaeT IIpOa0JI-
JKeHMe YBeJIMYEHMA POCTa XMPYPrmyeCKMMM BMellaTesib-
CTBaMMA.
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m [la

E HeT

Puc. 2. PacnipenesieHue OTBETOB Ha BOIPOC 2

OpHako B ciyuyae, Korga HemoctaTouyHas sddexTus-
HOCTb (HapMaKoJIOrMUeCKOro JIeUueHuss CTAHOBUTCS Ode-
BUIHONM IO 3aBepIleHVs] eCTeCTBEHHOrO POCTa, MHOTME
(58,5 %) npennousn 6bl coYeTaTh JIEKAPCTBEHHYIO Tepa-
MU0 ¥ XUPYPTUUECKOE OPTOIEeINYeCcKOe BMeNIaTebCTBO
OIHOBPEMEHHO.

= [la

# Het

Puc. 3. PacnipenesnieHne oTBETOB Ha BOIIPOC 3

OnHO3HAYHBIM TIOJIOSKUTEJIbHBIM OIPENEesIsIeTCs] MHe-
HUe pPOOUTesieli O paHHEM Havaje M IMPOHOJIKUATETbHOM
JileueHvt Bo3opuTHIOM C 11eJIbIO MTPOSIBJIEHVSI €r0 TIOJIO-
SKUTETbHBIX 3G (EKTOB [IJIs KOPPEKLMM MPOUnX Ipo6iem
AXH, a He TOJIBKO HU3KOTO POCTA.

= [la

# Het

Puc. 4. Pacripenenenne oTBeTOB Ha BOIPOC 4

NutepecHo, 0co6eHHO Ha (GOHe MPeabITYIIMX OTBETOB,
MHEHME, YTO XUPYPrUYecKoe JIeUeHre OCTAETCS MPEATIOUTH-
TeJIbHbIM IT0 CPABHEHMIO C (hapMaKoJIOrMuecKum ajst 26,2 %
pomurtenei. Ha Hamn B3MIS, 3TO OTPayKaeT OMNpeesieHHbIe
OIaceHust 10 OTHOIIIEHNIO K IIperapary, OTaaeHHbie adhdex-
ThI Y TIOJIHBIN CIIEKTP JEMCTBMSI KOTOPOT'O HEM3BECTHBI.

BapbipoBaHie OTBETOB POAUTESIEN B 3aBMCUMOCTH OT
BO3pacTa pebGeHKa He MOKa3ajo CYIIeCTBEHHOV pPasHUIIbI
MeXIy rpymmnamu (Tabim. 2).

OueBKgHO, UTO HE3aBUCMMO OT BO3pacTa pebeHKa,
TIPETIOUTeHNsT POOUTEIIeN Ha CTOPOHE JIeKapCTBEHHO Te-
paryu. OTMETUM TEHIEHIIMIO, UTO IO Mepe B3POCIEHNS pe-
6GeHKa ¥ Havyajia XMPYPruueckoro jeueHus: HeCKOJIbKO yBe-
JIMYMBAETCS AOJIST POMUTEIIEN, JOBEPUTEIILHO OTHOCSIITVXCS
U K XUPYPruUeCKOMY JIEYeHUIO, UTO, BEPOSITHO, CBSI3aHO C
yMeHbIIIeHreM oskuaaHust addexra oT papmMaKkoIOrmIecKko-
IO JIEYeHMsI, C OIHOM CTOPOHBI, U MOTYUEHEM KOHKPETHOTO
pesysibTaTa OT OIePaTMBHOIO JIEUeHMsT — C IPYTOIA.

Tabmia 3 O3BOJISIET BBISIBUTD [IBE I'PYIIITbI POIUTENIEN.
OpHa CTaBUT Ha TIepBO€ MECTO IO 3HAYMMOCTM OPTOIIeIN-
yeckue mipostienust AXII, Bbimesss maTosornyecku Hus-
KMt pocT u medopMaiuyi KOHEUHOCTe M OUCIIPOTIOPIVO-
HaJILHOCTh. BTOpasi, - HA06OpOT, He CUUTAET HU3KUI POCT
Bemylieli mpobaeMoli, a TIepBOCTENEeHHbIM ONpeesisieT Ha-
pYIlIEHMEe KauecTBa JKMU3HY, OOYCJIOBJIEHHOE OrpaHnYeHVeM
CaMOOOCITY)KMBAHMSI, M TIOTEHIMAIbHbIE HEBPOJIIOTMUECKYE
po6JIeMBI, TTPKCBauBasi MOCJIENHMI PAHT HU3KOMY POCTY.

Tabmmna 2
1oy TTOJIOKUTETbHBIX OTBETOB POAMTEIeN Ha BOMIPOCHl 1-4 B 3aBMCUMOCTH OT Bo3pacTa peGeHka
Bospact pebenka Bompoc 1 Bormpoc 2 Bompoc 3 Bompoc 4
0 - 4,99 roga 33,3 % 53,8 % 97,4 % 25,6 %
5-17 ner 34,6 % 65,4 % 84,6 % 26,9 %
Tabmuia 3
Pacrnipenenenne Bri6opa B Mopsiake yObIBaHMs 3HAUMMOCTHM TTposiBieHnit AXII
Panr 1 Panr 2 Panr 3 Panr 4 Panr 5
[TaTosornyecky HU3KUI POCT 15 1 5 1 15
Iedopmariyy KOHEYHOCTEN 5 11 11 7 3
Jyicniporiopuiyist MeXIy AJIVMHOM TYJIOBUILA Y KOHEYHOCTEN 6 14 8 4 5
KoHTpakTypsl cycTaBoB 2 9 7 13 6
[Ipo6embl hopMUPOBaHMSI OCEBOTO CKeJieTa 9 2 6 12 8
OBCVY>XXIEHUE

[Monasnsioliee GOMBLIMHCTBO POAUTENEN JOBEPUTEID-
HO OTHOCHUTCS K TIpuMeHeHuto Bosoputuaa, kak cpeacrsa
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JOOCTMYKEHUSI TapreTHOTO POCTa, MO3BOJISIIOILIETO MCKIIIO-
YUTh XUpypruueckoe jedeHue. OmgHaAKO MapasiesbHOe



MIpYMEHeH)e MTaHHOTO TperapaTa M XUPYPrUIecKoro Jie-
yeHUs ellle B Tepuoj pocTa pebGeHKa He OTBEpraeTcs B
cayvae, e TpadMKM POCTa OTPASKAIOT HEJOCTVKMMOCTD
TpebyeMbIX MapamMeTpoB K MOMEHTY 3aKPbITHSI 30H POCTa
npy npoBeneHun hapmakosornueckoro jgeueHusi. Hecmo-
TPST HA TO, YTO Ha CETrOAHSIIIHMUI MOMEHT AOCTOBEPHO JO-
Ka3aHHbIM SIBJISIETCSI JIAIIb BusHUe BosopuTiga Ha poct
pebenka ¢ AXII, poguTenu HOBEPUTEIBHO OTHOCSTCS K
MHGOPMaIY O BO3MOKHOM BIVSIHMM TIperapara Ha Jpy-
rue mpo6yieMbl, CBS3aHHbIE C HapyIeHVeM SHXOHIpaib-
HOTO POCTa, ¥ TOTOBBI HauaTh TEparuio B Gojiee paHHEM
BO3pacTe U Ha 6GoJiee MPOAODKUTENbHBIN Mepuop. JIniib
26,1 % pomuTeneli MPeANOYNUTAIOT XUPYPTUUECKYIO KOP-
PEKIIMIO HU3KOTO pocTa 1 AedopMaliyii KOHEYHOCTEN MpK-

ewos Opmonednn, vom 27,2 4,2021 .

meHeHun0 Bosoputuma. OTMeTHM Takske HeOTHOPOIHOCTD
MHEHMSI POAUTENIel O BasKHOCTM Pas3/IMUHbIX ITPOSIBJIEHMUI
AXTII fJis COCTOSIHUSI MX IeTEeM, UTO AOJIKHO YUMUTHIBATHCS
TIpY OTIpeNeIeHNN CTPaTernn JeUeHmus..

B 1esiom, OTHOIIIEHNME pOAMTEsIeN, KOTOPbIe MPUHSIIN
y4yacTue B OIPOCE, BBICOKO IOJIOKUTEIIbHOE U HOBEPU-
TeJbHOE K TNpPUMEHEHMIO JaHHOro mnpenapara. CoriacHo
pe3ysibraTaM OIpoca, POIUTENM HEe MPOTUBOIOCTABJISIIOT
(apmakosiornyeckoe jeueHne U Xupyprmyeckoe. Bosopu-
TUJ, PACCMATPUBAETCSI KAK OCHOBHO KOMITOHEHT JIEYEHUSI,
a XUpyprus — Kak KOMIUIMMEHTapHbI M MOCIENYIONINi
(Ip¥ HEOBXOMUMOCTH), ¥ TO PasyMHOe COoueTaHue TOBbI-
1IaeT JOBepye POIMTENEl K MPOrHO3MPYyeMOMY OJ1arompu-
SITHOMY MCXOZY JIEUEHUSI.

3AKJIFOYEHUE

®dakTnvecky, MPOBEAEHNME [aHHOTO VCCJIeNOBaHMUS
CIT0COOCTBOBAJIO OOCTVKEHNMIO HEeCKOJIbKUX Lieseil. Pomu-
temu ferert ¢ AXII npepBapuTesbHO MOMYyUMIN Haubosiee
COBpeMeHHbIe, HayYHO 0O0CHOBAHHbIE JAHHbIE O BO3MOK-
HOCTH MaTOreHeTHYeCKOTo JeueHys] peKOMOMHAHTHbBIM Ha-
Tpuitypetnueckum nentunom C-tuma. OTBeTbI pomuTesien
Ha BOIIPOCHI AHKEThl CIIOCOOCTBOBAIM CTPYKTYpPU3ALUN
CBEIIEHUII U OIpefesIeHNI0 MeCTa JaHHOIO Iperapara B

apceHasle COBPEMEHHBIX CPE/ICTB Kak (hapMaKoIornyecKo-
ro, Tak U Xupypruueckoro jeuenus gereir ¢ AXII. B 3a-
KJIIOUeHMe OMpeNeMM JaHHbIA CIIOCOO COTPYIHMUYECTBA
MAIMEHTCKUX OPraHusalnii ¢ BpayaMu-3KCIIEPTAMU Kak
HayYHO OOOCHOBAHHbIN, OTKPBITHIN, 3GIEKTUBHBIN B HO-
CTYDKEHMM 1ieJIell MCCIeNOBaHNs U TOTEHLMPYIOIINI B3a-
MMHbIE YCUJIVISI B OKa3aHUY TTOMOLIY AETSIM C CUCTEMHbBIMM
3a60JIeBaHVSIMMA.

Hexknapayua unmepecos: I[lonkos [mumputi ApHonvdosuu sensemcs unexom Vosoritide (BMNI111) Steering
Committee EMEA

Aemopst evipadxcarom npusnamensHocine Mameeesoli Bepe Bauecnasosue u compyouukam AHO "Llenmp noo-
OeprcKu NAYUEHMOo8 ¢ axoHOponaasueti u Opy2umu KOCmHoimu oucnaasusmu u ux cemell "Manenvkue nodu’” 3a nomouyb
6 hposedeHuu aHKemupoB8aHusl.
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