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OueHKa BAMAAHUA COCTOSIHUA HEKOTOPbIX NapamMeTpoB
CTOMATONOrMUYECKOro CTaTyca Ha KauecTBO XXM3HH
peten ¢ opdaHHbIMM 3a601€BAHUSAMU C HApYLLEHHEM
docdhopHO-KanbuneBoro oomeHa
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AHHOTALMUA

AxmyansHocmes. BecbMa aKTyaJIbHBIM SIBJISIETCS M3YUEeHME BIMSHNUSI CTOMATOJIOTMYECKHUX ITPOO6IeM Ha acIleKThbl Ka-
YeCTBa XKM3HMU JIeTell ¢ pegKMMM MeTabonmuecKuMy 3a60/IeBaHUSIMY C HapyIIeHMeM MUHEPaJIbHOTO 0OMeHa.
Mamepuanst u memoodsl. IIpoBeIeHO CTOMAaTOJOIMUecKoe obcaemoBanme 59 gereii 6-17 jert ¢ peakuMu 3aboseBa-
HUSIMU C HapyIIeHeM MUHEePAIbHOTO 0OMeHA, C TeHeTUYECKH MO TBEPXKIEHHBIM AMarHo30M. B xo/e ccieqoBaHmst
651U cHOPMUPOBAHBI TPYTIIILI: TTepBas (24 pebeHKa) — C HAPyLUIeHVEeM MUHEPAIU3aUY KOCTHOI TKaHu (rumodoc-
daremuueckuit paxut, runodocdarasust) u Bropas (35 gereit) — ¢ HapyluIeHUEM IPOIeCCOB GOPMUPOBAHUST KOCTU
U Xpsia (HeCOBepIIeHHbI ocTeoreHes, CMHAPOM MapdaHa, axoHApomiasus ap.). KnuHuuecku coCTOsIHME TRaHeR
3y60B JeTeil ¢ JaHHbIMM 3a60/IeBaHMSIMY OLIEHUBAJIOCH 110 YPOBHIO TUTMEHBI MOJIOCTY PTa M MUHTEHCUBHOCTU Kapu-
eca IMOCTOSIHHBIX 3Y00B ¢ rmomoinbio nHaekcoB OHI-S u KITV, coorBeTcTBeHHO. MHmekc pufa/PUFA mcnonb3oBanu
IJIS1 BOSMOXHOCTY PETMCTPUPOBATH OCIOKHEHMS Kapyeca 3y60B. C 1e/1bI0 M3yUeHMs BOCIIPUSITUASI CTOMATOI0TUYEe-
CKUX TIpO06JIEM [leTelt MPOBOAMIV AHKETUPOBAHME POAUTENEN M UX 3aKOHHBIX IIPEICTABUTEIEN C MCITOIb30BaHMEM
omnpocHuka Oral Health — Related Quality of Life (OHRQoL).

Pezynomameoi. Cpenuue nokasatenu nHaekcoB KITV u OHI-S He umenyt 4OCTOBEPHO 3HAUYMMBIX Pa3JIMUMii U COCTaBU-
4,26 + 0,28 n 1,96 + 0,15; 3,76 + 0,40 u 1,75 + 0,10 B mepBOIt ¥ BTOPOJi TPyMIIax AeTeil, COOTBETCTBEHHO. OTHAKO
cpenHue 3HaueHus uHaekca pufa/PUFA y mereii ¢ HapymieHueM GOpMUPOBAHUSI KOCTU UM XpSIIA JOCTOBEPHO (P =
0,003), B Tpu pa3a, mpeBbIllIa/iY aHAJIOTMUYHbIE B TPYIINe ¢ HapylleHeM MIPOLieCCOB MUHepaau3alun KoCTH, UX MoKa-
3arenu 6bL1M paBHbl 1,03+ 0,18 10,30+ 0,11, COOTBETCTBEHHO; UYTO COIIPOBOXKIAIOCH 60/Iee BBICOKMMM IIOKa3aTeIIMMU
KoappuumenToB koppensiyu KITY u PUFA ¢ aciekramu Mopyseit pusmdyeckoro guckomdpopTa, GyHKIMOHATbHOTO
cocrosiuus B mosoctu pra 0,38 u 0,41 u smoimoHanbHoro 6;aromnonyunst 0,49 u 0,27 npotuB aHajmornuHbix 0,07 u
0,02; 0,29 u - 0,21 B mepBoIi TpyIIe, pa3janunst GbUIM CTATUCTUYECKHM JOCTOBepHbI Ipu p < 0,05 1 p < 0,005.
3axkntoueHue. BbIaBIeHO HanbOObIllee BAUSIHME MMEIONMeCsl CTOMAaTOMIOTMUeCKOi MaTOMOTMM Ha Ka4eCTBO KU3HU
neTeit ¢ ophaHHBIMM 3a00JIEBAHUSIMMY C HapyIIeHueM GOpMUPOBAHNS KOCTU U XPSIIa.

Knwueswie cnoea: netu, opbaHHbie 3a00meBanmst, GocHopHO-KaIbLMEBbIT 00MEH, CTOMaTOJIOTUYECKUIA CTATYC, Ka-
YeCTBO XMU3HU.

JIna yumupoeanus: AnexkceeBa MA, KucenpHukosa JIII. OueHKa BAMSHUS COCTOSIHUSI HEKOTOPBIX MapaMeTpOB
CTOMAaTOJIOTMYECKOTO CTATyCca Ha KayeCTBO XM3HU JeTeil ¢ oppaHHBIMM 3a00J€BaHMSIMU C HapylieHueM ¢oc-
dbopHo-KanbpLMeBOro ooMeHa. Cmomamosozus demckozo eo3pacma u npogunakmukd. 2024;24(3):259-266. DOI:
10.33925/1683-3031-2024-830.
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ABSTRACT

Relevance. Understanding the impact of oral health problems on the quality of life in children with rare metabolic
disorders that affect mineral metabolism is critically important.
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Materials and methods. An oral health assessment was conducted on 59 children aged 6 to 17 years with rare dis-
eases affecting mineral metabolism, each with a genetically confirmed diagnosis. The children were divided into
two study groups: the first group (24 children) comprised those with bone mineralization disorders (hypophospha-
temic rickets, hypophosphatasia), while the second group (35 children) included those with disorders of bone and
cartilage formation (osteogenesis imperfecta, Marfan syndrome, achondroplasia, etc.). The clinical condition of the
children's dental tissues was assessed by evaluating oral hygiene levels and caries intensity in permanent teeth,
using the OHI-S and DMFT indices, respectively. The pufa/PUFA index was used to document complications arising
from dental caries. To assess the perception of oral health problems, a survey was administered to parents and legal
guardians using the Oral Health-Related Quality of Life (OHRQoL) questionnaire.

Results. The average DMFT and OHI-S index values did not show statistically significant differences, with values
of 4.26 £ 0.28 and 1.96 % 0.15 in the first group, and 3.76 + 0.40 and 1.75 * 0.10 in the second group, respectively.
However, the mean pufa/PUFA index values were significantly higher in children with bone and cartilage formation
disorders (p = 0.003), being three times greater than those in the group with bone mineralization disorders, with
values of 1.03 + 0.18 and 0.30 * 0.11, respectively. This increase was associated with higher correlation coefficients
between the DMFT and PUFA indices and the modules for physical discomfort, oral functional status, and emotional
well-being, with values of 0.38 and 0.41, and 0.49 and 0.27, compared to 0.07 and 0.02, and 0.29 and -0.21 in the first
group. These differences were statistically significant at p < 0.05 and p < 0.005.

Conclusion. The study revealed that existing oral health conditions have the greatest impact on the quality of life
in children with rare diseases affecting bone and cartilage formation.

Key words: children, rare diseases, phosphorus-calcium metabolism, oral health, quality of life.
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AKTYAJIbHOCTb

K opdannbim 3a601eBaHUSIM C HapyiieHuem gocdop-
HO-KaJIBI[MEBOT0 0OMeHa OTHOCSIT pefikiie BPOKIeHHbIE
HO30JI0TMM, MPOTeKawIlue ¢ MOpakeHMeM ckejaeTa U
IPYrMMM TIOJIMOPraHHBIMM HapyweHusMmu [1-11]. B
CTPYKTYpe HacCAeACTBEHHBIX MeTaboJIMYeCcKuX, TeHe-
TUYECKM TeTEepPOTEeHHBbIX 3ab60JieBaHMIi C TMOpakeHUeM
CKeJjleTa Mccaeq0BaTeNy BbIAENSIOT pefkie, CBsI3aHHbIe
¢ HapyueHueM (OpMUPOBAHMSI KOCTHOTO MaTpuKca U
Xpsllla IpM HECOBEPIIEHHOM OCTeOoreHes3e, CHMHIpOMe
Onepca — Jaunoca, cuHApoMe MapdaHa; ¢ HapyIIeHu-
eM XOHJporeHesa IIpu axOHAPOIIA3MK; C HapylleHueM
MMUHepanu3anuyM KOCTHOM TKaHM MNPU TeHeTUYeCKUX
dbopmax paxmra (rumodocdarasuu, runodocharemu-
YeCcKOM paxmuTe, BUTaMMH D-3aBUCUMOM Dpaxurte) u
Ip. [1]. Hapsimy c BbIpakeHHOI medopmanmeii ckeneTa,
BhILIENIEpeUYMCIeHHble OpdaHHble 3a60JeBaHUS YaCTO
XapaKTepU3YIOTCI 3aePKKOi (DU3MUeCKOTO PasBUTHS,
TUIIOTOHMEN, HEIIPOMOPIMOHAIbHBIM POCTOM, UaCTBIMU
rnepejoMaMy M paHHell MHBaaugusalyeit MalueHTOB,
MaToJIoTueli 3y60UeIoCTHOM CUCTEMBbI, ITOTEHIMAIbHO
BAMSIOUIMX Ha CAMOYYBCTBME MalueHTOoB [2-10].

ITpakTnuecku Bce opdaHHbIe 3a00/I€BaHMS C HapyIlIe-
HueM ¢GochOopHO-KaIbIMEBOrO 0OMeHa COIMPOBOKIAIOTCS
pPa3IMYHBIMU M3MEHEHUSIMU 3yOOUeNIOCTHOWM CUCTEMBI,
CTOMATOJIOTYECKYE TIPOSIBJIEHUST MHOTUX Op(aHHbIX 3a-
GoieBaHMIi OTPAKAIOT YPOBEHb 3IOPOBbSI TMOJOCTU PTa
3TUX MAIMEeHTOB U HepeIKO OKa3bIBAIOTCS MEPBbIM Aua-
THOCTMYECKUM IIPU3HAKOM JaHHOM nartonorum [4, 7,9, 10].

CpeIy KIMHMUYECKMUX TPOSBIEHUIN NpU CUHAPOME
MapdaHa aBTOpbl OTMeualOT HapylleHUS OKKJII03UM,
rUIoIUiasuio sManu, gedgopmanyio KOpHeit, aHOMalb-
Hy10 dopMy MyIbITHI [4].

HedexTsl Ko/UIaTeHa ¥ COeAMHUTENbHOM TKAHU TIPO-
SIBJISIIOTCSI MIMPOKMM CIIEKTPOM CKeJIeTHBIX, UeperHo-
JIMLEBBIX aHOMaJMi, mopaxas Ipu cuHapome JIosii-
ca — [InuTia TKaHU 3y0OB U MTapOA0HTa, a TAKXKE COCYbI U
HepBHYIO TKaHb, CYXOXUIUS U CBA3KU, yIepKuUBalole
YeTI0OCTHO-ULIeBbIe CTPYKTYPHI [5].

BaxkHbIM [Oj1 paclio3HaBaHMSI CMHApoma djepca —
[aHyio sABJISETCS TUMIEePMOOGUIBHOCTb BUCOYHO-HVDKHE-
YeJIIOCTHOTO CYCTaBa, BhI3BAHHASI C1a6OCTbIO CBI30YHOTO
arnrmapara, 4YTo MOXKeT ObITh MPUUYUHOM hOpPMUPOBAHUS
HapyllIeHNUli OIIOPHO-ABUraTe/bHOrO ammnapara [6].

IIpu HecoBeplLIEHHOM OCTEOTe€He3e BCTPEevyarTcs IOo-
paskeHUsI TBepIbIX TKaHell IO TUITy Hacae[CTBEHHBIX
OJTOHTOAMCILIA3MUIA. VI3MeHeHHble 3yOHbIe TKAaHM Mall-
€HTOB C JJaHHOJi NaToJ0THelt UMeIOT TaTOTHOMOHUYHbIE
KJIMHUYECKMe Y PeHTIeHOJIoTUUeCKMe TPU3HAKN: Hepe[l-
KO KOPUYHEBBIM AEHTUH BU3YAIU3UPYETCS yepes IMpo-
3pavyHyl0 5Majb BOOSHUCTO-CEPOTrO OTTEHKa U BBISBIIS-
eTcst 00MTepanys MOJIOCTY 3y0a M KOPHEBbIX KaHAJIOB.
JIyyeBble METOZbI IMATHOCTUKY MTO3BOJISIOT BHISIBUTH 00-
JUTePaIyIo OJI0CTY 3y6a 1 KOPHEBBIX KaHAJOB [7].

[NepuanmkanpHbie abCIIeCChl KAK BPEMEHHBIX, TaK U TI0-
CTOSTHHBIX 3yOOB C MHTAKTHO KOPOHKOM MOTYT ObITH BBISIB-
JieHsl y Aeteii ¢ runodocdaremuueckum paxutom (TOP) [9].

HapyuieHne mpolieccoB IleMeHTOTeHe3a Mpu TUIIO-
dbocdatasumu (I'D) conpoBoRIAETCS HpEKAEeBPEeMEeHHO
roTepeit BpeMeHHbBIX 3y60B ¥ CHUKEHMEM YPOBHS ajlb-
BEOJISIDHOJ KOCTM, BbI3biBasg (YHKIMOHa/IbHbIE Hapy-
nIeHus (CHUKeHMe >KeBaTeNbHOM QYHKLUMM) U ICTETU-
yeckue mpobiemsl pebeHka [10].

OnHako BO MHOTMX BbIIIENIPUBENEHHbIX MCCIeH0Ba-
HUSIX NpeACTaBIeHHble XapaKTepHble CTOMAaTOJIoruye-
CKue TIposiBiieHMsT opaHHbIX 3a607€BaHNII OCHOBAHBI
Ha CMeIlllaHHBIX TaHHBIX MalMeHTOB AETCKOT0 U B3POC-
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JIOTO BO3pacTa, 00beIMHEeHHbIX B 00Iye TPYIIbl, 6e3
yueTa MOP(OCTPYKTYPHBIX, GYHKIIMOHAIbHBIX, META00-
JIMYeCKUX BO3PACTHBIX ocobeHHOCTE) [2, 3, 8]. ToBOpPS
0 BO3PACTHBIX KPUTEPUSIX, HEOOXOIMMO OTMETUTD, UTO
pasIMUHbIe OMOIIOTMYECKMEe TIePUOIbI SKU3HU UesloBeKa
XapaKTepU3YIOTCS Pa3IMYHBIM YPOBHEM (U3UUYECKOTO
U MCUXO03MOIMOHATIBHOI'O Pa3BUTUS, Pa3HOIi aKTUBHO-
CTbI0 HEPBHOI M SHIOKPMHHON CHUCTEM, UTO CO3LaeT
IOTIOJTHUTEJIbHbIE BOMIPOCHI K AMArHOCTHKE U eueGHO-
npoduIakTUIeCKUM IMOAX0NaM K pPas3auM4yHbIM, B TOM
YlcIe CTOMAaTOJI0TUYeCKUM, HapyIeHusm npu opdaH-
HBIX 3a00JIeBaHMSIX.

[lo pmanHbIM BcemupHOV oOpraHms3auum 3ApPaBOOX-
paHeHMs], KaueCTBO XM3HU BKIIOYAET B CeOSI aCIeKThI
(buU3UYecKoro, TMCUXOJOTUYECKOTO 3/0POBbS, YPOBHS
He3aBUCMMOCTH, COIMa/JIbHBIX OTHOIIEHMII M B3aUMO-
OTHOILIEHUI YesoBeKa C Pa3IMYHBIMU OCOOEHHOCTIMU
oKpykatoleir cpenpl [12]. OCHOBHbBIE CITOCOOBI OIEHKMU
KavyecTBa KM3HU — aHKEeThI M ONTPOCHUKM. OMyOIMKOBaH-
Hble MCCAef0BaHMs, Hall[paB/leHHble Ha M3yyeHMe Kaye-
CTBA KM3HU MALMEHTOB ¢ OphaHHBIMM 3a00JIeBaHUIMU
Quality of Life (QoL), HeMHOTOUMCJIEHHBI, YTO CBSI3aHO C
OrpaHMYEeHUSIMM Habopa JOJIKHOI BHIOOPKM IMAIlIEHTOB
U CJIOKHOCTM COCTaBJIeHMS Au3aifHa. B mowienHee mecs-
TWJIeTHE TOSBUINUCH PaboThI 1O OLleHKe KputepueB QoL
y MAaIMEeHTOB C OTJeIbHbBIMY OPGAHHBIMU HO30JOTUSIMU
B CpaBHEHMM CO 3[0POBBIMM CcBepcTHUKaMu. COIiacHO
paHee MPOBeIEHHBIM MCC/IeIOBAHNUSIM, OpdaHHbIe 3a60-
JIeBaHUII OKa3bIBAIOT 3HAUUTENbHOE BAMSHUE Ha GU3U-
yeckoe, COUMAIbHOE M 3MOLMOHAIbHOE Garomnonyuyue
MaleHToB, a Tak)Ke UX ceMeil U JIU1I, OCYIIeCTBISIONINX
yxop, [13-15]. B nurepaType mpencTaBieHbl ITaHHbIE O
BAUSIHUM HEBPOJOTMYECKUX I[IOKa3aTesell, COCTOSHUS
KOCTHOJ TKaHU, ITOKa3aTelsIX paboThbl CepAevaHO-CoCYu-
CTO¥ CUCTEMbI Ha aCIeKThl KAUecTBa XU3HU JeTeil ¢ op-
(haHHBIMK 3a6071€BAaHUSIMMU C TIOpaskeHUeM ckenerta [13].

B 3apy06eskHOI InTepaType NnpeacTaBaeHbl eIMHUUHbIE
paboThI TT0 M3YYEHUIO BIAUSHUSI CTOMATOJIOTMYECKO Ta-
TOJIOTUM Ha MapaMeTpbl KauecTBa JXU3HU JIeTeit OTae/lb-
HbIX HO30JIOTMUECKUX (GOpM peaKkux MeTaboNnuecKux
3a60yieBaHMI1 C TOpaskeHMEM CKeJIeTa M COeJMHUTENbHOM’
TKaHu. Hanbosee momysipHbIM U3 CYIIECTBYIOIIMX TIOJ-
XOZIOB K ero M3MepeHMUIO SIBJsIeTCsS] aHKeTMPOBaHMe C UC-
MOMb30BaHMEM Pa3IMUYHBIX OTPOCHUKOB [14-18].

CommacHO paHee TPOBENEHHBIM MCCIELOBAHUSIM TIO
OIIeHKe COCTOSIHUS TOJIOCTY PTa, M0 AAHHBIM aHKEeTUPO-
BaHUSI C VCIIOJIb30BAHMEM IMIKATbl UYBCTBA COIVIACOBAH-
Hoctu Sense of Coherence (SOC), Antonovsky A., netTu u
MO POCTKY, CTpajarliue MyKOIoaucaxapunosom [14] u
HeCoBepIIeHHbIM OCTeoreHe30M [15], MMeIoT cHUKeHHOe
KauecTBO KM3HU. ABTOPbI OTMEUaloT, UTO OJHUM U3 Be-
Iyumx GakTOpOB pa3BUTHS CTOMATOIOTMUECKOI TaTOMO-
T'MM, B YaCTHOCTY KapMO3HOTO Ipoliecca y ieTeil, 3aHuMa-
eT HU3KUI1 ypOBeHb CTOMATOJIOTMUYECKO Ky/IbTYphI JeTeit
" UIX OTIEKYHOB (3aKOHHbBIX IpefcTaBuTeneit) [14, 15].

Ietn GpaHIy3CKUX IEHTPOB PeIKMX 3ab0yieBaHMIA
U UX pOOUTeNu, 3amoyHsasl BompocHMK Child-OIDP,
OLEHMBAIM BO3MOXHOCTb BBITIOJNHSITh OIpee/eHHbIe
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dbyHKIMK (peub, TUTUEHY PTa, MIPUEM MUIIU, COH, IMO-
LMOHAJIbHBIA CTATyC, YJABIOKY M COIMaJbHbIE KOHTAK-
ThbI). IIpM aHa/NM3e aHKETUPOBAHUS BBISIBJIEHO, UTO 60-
jee Bboicokue Gayabpl Child-OIDP ykasbiBaiu Ha 6Gosee
HU3KMUII YpOBeHb KauyecTBa Xu3HU. COTacHO AaHHBIM
aBTOPOB, cpeny GaKTOPOB, CBA3aHHBIX C 6oiee HU3KUM
KayeCcTBOM JXXU3HU JeTeli, peCIIOHIEHTHI BbIAEISIN OT-
Ka3 OT CTOMATOJIOTMYECKOW MOMOIIM MO0 (PUHAHCOBBIM
MIpUYMHAM, IPo6eMbl ¢ GOPMOIT U IIBETOM 3y60B. OT-
MeYaMCh HapyIIeHUSI SMOIMOHATBHOTO OJIaTOMONYyYMs
M COLMANbHOM amanTauum obciienyeMsix [16].

IlJ1sl OLleHKM KauecTBa KM3HU, CBSI3aHHOTO CO 310PO-
BbEM TIOJIOCTY PTa B3POC/IBIX MAI[MEHTOB C CUHIPOMOM
MapdaHa, ucciemoBaTeny WMCIOAb30BaIM OIPOCHUK
(OHIP-14), uamepsroniui 4actoTy 14 pasanyHbIx QyHK-
LIMOHAIBHBIX U MCUXOCOLUMANbHBIX BAUSHUI Ha KpuUTe-
puM KauecTBa xxu3Hu [17].

IeTy ¥ OAPOCTKYU IeCSITU LIEHTPOB penkux 3aboe-
BaHuit CeBepHOV AMEpPUKM CAaMOCTOSITEIbHO 3aMOHS -
nu akeTy-BornpocHuK Child Perceptions Questionnaire
(CPQ) mnsi uccnenoBaHUS BAMSIHUS TSIKECTU HecOBep-
LIeHHOTO OCTeoTeHe3a Ha KaueCTBO >XU3HU, CBSI3aH-
HOTO CO 3J0pPOBbEM IIOJIOCTU pTa. BbisiBlIEHO, UTO AeTU
8-11 meT ¥ NOAPOCTKY C HECOBEPILIEHHBIM OCTEOTeHE30M
III m IV TumnoB umeroT 60jiee BbICOKME CTENEeH QYHKIIM-
OHAJIbHBIX OTPAHMYEHMUI B CPaBHEHUU C JeTbMMU C I TU-
MOM JJaHHOTO 3a60/IeBaHMsI, YTO COMPOBOXKIAETCS 6oee
HU3KMM Ka4yeCcTBOM Xu3HM [19]. Bmecre ¢ TeM, faHHBbIE
pasnanuus nokasartenerni CPQ kavecTBa XMU3HU OTMeYe-
Hbl Y MOAPOCTKOB C MpMMeUYaHMEeM, YTO OHU [OJblle,
yeM MJIaJlIMe YYaCTHUKU UCCIeA0BaHUs, UCIIBITbIBAIU
(dyHKIMOHATbHBIE TIPO6GIEMBI WJIM, BO3MOSKHO, JIydIlle
OCO3HAIOT TPYLHOCTH, BEI3BaHHbIe 3a60eBaHmeMm [18].

OMNpoCHUK M0 M3YYEeHUIO KauecTBa XM3HMU, CBSI3aH-
HbIIi cO 3m0poBbeM mojoctu pra Oral Health — Related
Quality of Life (OHRQoL), siB/sieTcs HAYYHO 060CHOBAH-
HBIM MHCTPYMEHTOM OLLeHKM HeraTMBHBIX BO3,eJiCTBUI
CTOMATOJIOTMUYECKUX MPOO6IEeM Ha pas3IMUHbIe aCIIEKThI
MMOBCEeIHEBHO XM3HM B IETCKOM BO3pacTe, OTpaXaeT
YpPOBeHb OJIaTONONYYMUS [EeTell M OIeHKY BOCIPUSITUS
poOuTeseil CTOMAaToMOrMYecKux mpobiem geteii. B 2011
rony B Poccuu BriepBbie BaJIUAMPOBaHA BEPCUS aHKEThI-
onpocHuka OHRQoL nss1 ponuTesneir, B Hallleli CTpaHe
MPOBOAMINCH UCCAEN0BAaHUS O BAUSIHUU COCTOSTHUS T10-
JIOCTU pTa Ha Ka4yeCTBO KM3HU 3[,0POBbIX JeTelt [19].

OngHaKo HM B OTEUECTBEHHOIi, HU B 3apyOEXKHOI -
TepaType HaM He YAal10Ch BCTPETUTD MCCAeN0BaHMA, 110-
CBSIIEHHBIX CPAaBHUTE/NbHON OLI€HKe TSDKeCTU BIMSHUS
reHeTUYeCKMX HapyuieHuit GopMMUpPOBaHUSI KOCTHOI U
XpsIIeBOM TKaHel U MPOLLeCCOB MUHepanu3aluum Ha Co-
CTOSTHME 3yOOB M KauecTBO XM3HU JeTeil, CTPafalommx
opdaHHBIMY 3260/IEBAHUSIMY C HAPYIIEHVEM MUHEpasb-
HOTO 0OMeHa C UCIOTb30BaHNEM JAHHOTO OTTPOCHUKA.

B cBg3M C BbllllecKa3aHHBIM, BeCbMa MEepPCIEKTUB-
HBIM SIBJISIETCS MCCAeNOoBaHUe, IOCBSI[eHHOe IIpPo-
61eMaM BIMSHUS TeHETUYECKU TeTepMUHMPOBAHHBIX
HapylleHuit MpoIeccoB CUHTe3a KOCTU, Xpsilia U MU-
Hepanu3aluyuy KOCTU, a TaKKe UX CTOMAaTOJOTUMUECKUM
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MPOSIBJIEHUSIM Ha KayeCTBO KMU3HU AETeil ¢ JaHHbIMU
MeTaboMnIecKMMM 3a601eBaHUSIMU, OCOOEHHO B ITEPU-
o[l aKTMBHOTO pocTa pe6eHKa, popMUPOBaHUS U CO3pe-
BaHMSI MMHEPATbHbIX TKaHEN.

Llenb uccnenoBaHusl — U3yueHMe BIAUSIHUS COCTOSTHUS
TUTMEHBI TIOJIOCTM pTa M TKaHeil 3y60B Ha KauyecTBO
KU3HU eTelt ¢ opdhaHHbIMU 3260/IeBAHUSIMMY C HapyIIe-
HueM GochopHO-KaIbIMEeBOTO 06MeHa.

MATEPWAJIbl U METOObI UCCJIEAOBAHUA

Ha 6a3e xadenps! meTckoit cromartonoruu demepasib-
HOTO TOCYAapCTBEHHOTO OIO)KETHOTO 00Pa30BaTeIbHOTO
yupexnenuss ®I'bOY BO «Poccuiickuii yHUBEepCUTET Me-
IunuHbl» MuH3apasa Poccun n HOY ctromaTonorum nme-
Hu A. U. EBIOKMMOBA, MpOBeOeHO CTOMAaToJIOTUYeCcKoe
obcnemoBanme 59 mereit 6-17 et ¢ pengkuMu 3abojieBa-
HMSIMM C HapylIeHMeM MUHEpPaJbHOTO 0OMeHa, C reHe-
TUYeCKU MTOATBEePKAEHHBIM JMarHO30M ¥ HallpaB/IeHHbIX
n3: HUN petckoit aupmokpuHonorun ®I'BY «HIOKPUHO-
JIOTMYeCKMi1 HayuyHblii 1leHTp» MmuH3apaBa Poccuu; OT-
JlelieHVsT HacleICTBeHHBIX HApYIIeHUi T 0OMeHa BelllecTs,
otnenenust sHpokpuHonorun I'bY3 «Mopo3oBckast mert-
CKasl TOpOoJCcKasi KIMHUUecKas: 6oimpHMUIIA [lemapTamMmeHTa
3apaBooxpaHeHMs1 ropoga MockBbl»; LleHTpa BpoOXKAeH-
Hoit matonoruy GLOBAL MEDICAL SYSTEM. Bce netu Ha-
XOAWINCH Ha 3Tarax JeueHus: OCHOBHOTO 3ab0yieBaHus C
MpUMeHeHeM Pa3JIMUHbIX METOMOB.

UccnepoBanne manyeHTOB MPOBOAWIOCH COIJIACHO 3a-
KJIIOYEHUIO 3TUYeCKOro KomureTa (Bolmucka u3 mpoToKosna
N202-24 MeskBy30BCKOTO KOMUTETA 110 3TUKe oT 15.02.24).

B xope uccnenoBanust 66111 cHOPMUPOBAHBI TPYIIITHI:

- 1-g rpynna (24 pebeHKa) — ¢ HapylmIeHMEM MUHe-
panmM3anuyu KOCTHO¥M TKaHM (rurnodocdaTeMuyecKmit
paxut, runogocdarasus);

- 2-s rpynmna (35 mereit) — ¢ HapyuIeHEM IPOIEeCCOB
dbopmupoBaHMs KOCTHU U Xpsiia (HeCOBEPIIEHHbI OCTe-
oreHes, cuHApoM MapdaHa, axOHAPOTIIa3us U p.).

KnuHnueckas olieHKa COCTOSIHUS TKaHel 3y60B aeTeii
¢ opdaHHBIMM 3a00IeBaHUAMY C HapyuieHueM ¢ocdop-
HO-KaJIbLI¥EeBOT0 0OOMeHa ITPOBOAMIIACH IO YPOBHIO TUIV-
€HbI PTa C UCIOoJb30BaHMeM MHAeKca Green — Vermillion
(OHI-S) u ompeneneHus TokasaTesieli MHTEHCUBHOCTU
Kapueca ITOCTOSTHHBIX 3y00B 110 MHaeKcy KITY.

Wupexc pufa/PUFA [20] ucrionp30Banm C 1eJNbi0 pe-
TUCTPAaLlUMM OCIOKHEHUI Kapueca Kak BpeMeHHBIX, TaK
U TIOCTOSTHHBIX 3y60B (Tme p/P - mopaxkeHue MyJbIIbI,
u/U — TpaBMaTuUuecKye MopaskeHus CIM3UCTO 000/10U-
KU TIOJIOCTHU pTa, f/F — Hanuuue cBUIA OT OPakeHHOTO
3y0a, a/A — abcuecc (BocrasieHie KOCTHOM TKaHU YeJTio-
CTU UIn H&,E[KOCTHI/[LII)I).

[y 3y4eHMsI BOCIIPUSTUS CTOMATONIOTNYECKUX IIPO-
6/eM [eTeii TMPOBOAWIM aHKETUPOBAaHME POIUTENei
(3aKOHHBIX MpencTaBuUTeNei) C MCIONIb30BAHMEM BO-
npocHuka OHRQoL. Bo Bcex Mony/isix aHKeTbI MpeaIiona-
rajoch OSITh BADMAHTOB OTBETOB Ha BOMPOCHI, KOTOPbIE
OBLIM 3aKOAVIPOBAHBI 6a/utamMmu: HUKorga — 1 6aii; oueHb

penko — 2 6amna; penko — 3 Gayia; yacto — 4 Oanna;
oueHb 4acTo — 5 6a/mnoB. PocT mokasaress (oT 1 1o 5) oT-
paskaj OIeHKY POIUTEs TSHKeCTHU BIMSHUS CTOMAaTOJIO-
IMYeCcKux MpobieM Ha KayecTBO KU3HU ux pebeHKa [16].

AHKema-e60npoCHUK 8KI0UANA:

— MOZyTh 1, HOCSIIMIT Ha3BaHMe (hU3UIECKUIT TYCKOM-
dopT, DyHKIMOHATBHOE COCTOSIHME), €r0 COCTABUIU BO-
nipockl 1-5: VicnibiThiBaeT i Bamr pe6eHOK AvickoMbopT B
3y6ax, OJIOCTYU PTa U YEJTIOCTSIX TIPU YIIOTPeOIeHUY ropsi-
YMX U XOJIOOHBIX HAIIUTKOB; NpU Mpueme nuuu? Bauset
JIV COCTOSTHYME 3yOOB Ha COH pebeHKa? Bo3HMUKAIOT Jin y pe-
6eHKa 3aTPyJHEHNS B IPOU3HOIIEHUM KaKUX-TUOO CJIOB?

— MoAy/ab 2 (9MOLMOHAJbHOE O6/aromosyuue), BO-
npoc 6: Kak yacTo cromarosiornveckue mpobaeMsl Tpe-
BOXKAT U paccTpamMBaloT Baurero pe6eHka?

— MOAY/Ab 3 (colMajibHas amanTaius), BOMPOChl 7-9:
Kak wacTo cromaronornueckue npob6semMbl OTpaHNYMBA -
10T 061eHMe Bamiero pe6eHKa ¢ APyruMu AeTbMU? BbI-
3bIBAIOT I CTECHUTEAbHOCTb U JIMIIAIOT BO3MOKHOCTU
y/bI6aThCs B 061eHMM? Kak 4acTo CTOMAaTOMOTYeCKue
Mpo06JIeMbl BBIHYKJAIOT Bamrero pe6eHka He rocemjaeT
JeTCKUIA call Wian WKOITy?

— MO[y/b 4 (ceMeiiHOe Garomnosyune), Bornpoch 10-13:
PaccTpoeHsl i1 Bl MM UCTIBITBIBA/IM YYBCTBO BUHBI U3-
3a CTOMAaTOJIOTMYECKUX ITpobsieM y Bairero pebenka? Ot-
MpalIMBalINCh I ¢ paboThl 13-3a HEOGXOAUMOCTH TIPO-
BelleHUsT TPOdeCCUOHANTBHON TUTHEHBI MOJIOCTU PTa U
CTOMATOJIOTMYECKOTO JIeueHs Baliero pe6enka?

CraTuctuueckasi 06paboTKa MOTYyYEHHBIX pe3y/ibTa-
TOB OCYIIECTBJISUIVChH B 3JIEKTPOHHBIX Tabaumax Micro-
soft Office Excel 2007.

PE3YJIbTATbl U OBCYXKAEHUE

Ha mepBoHauajsbHOM 3Talle HaMM IIpOBeIeH Kiu-
HUYeCKMI 3Taml uCcaefoBaHMS, BKIIOYAIOUIMUI OLeHKY
YPOBHSI TUTMEHBI PTA U COCTOSIHMS 3YOOB JeTeil B U3-
y4aeMbIX IpyInax.

CpegHue TmoKasaTenu TUTMEHUUYECKOTO MHAEKCa
(OHI-S) 6p1M paBHbI 1,96 * 0,15 1 1,75 £ 0,10 B 1-i1 u
2-11 rpynmnax, COOTBETCTBEHHO, ¥ CBUAETEIbCTBOBAIN O
HeYI0BJIETBOPUTEIbHOM YPOBHE IMTMEHbI TTOJIOCTU PTa
neteii ¢ opdhaHHBIMU 3a00/IeBAHUSIMU C HapylIIeHUEM
MMHEepPaJIbHOTO 0OMeHa.

CpenHue 3HaueHus uHpekca KITV B u3yuyaeMbIX Tpy1I-
nmax cocraBuau 4,26 * 0,28 u 3,76 * 0,40 B 1-it u 2-i
rpyInmnax, COOTBETCTBEHHO, UTO TOBOPUT O CpelHel UH-
TEeHCMBHOCTM Kapueca IOCTOSIHHBIX 3yOOB y 06ciienmo-
BaHHbIX geTeit (BO3, 1997).

OmHaKO MHTEHCMBHOCTbh OCIOXHEHMIT Kapueca y 00-
CJIeOBaHHBIX JleTell CyIleCTBEHHO OTIMYanach. 3aperu-
CTpUpOBaHHbIe 3HAUeHMsT uHAeKca pufa/PUFA B rpymie ¢
HapylieHueM (GOpPMUPOBAHMS KOCTY U XPSIa ObUTA B TPU
pasa Bblllle aHAJIOTUYHBIX B IPyIIIe ¢ HapylleHueM IIpo-
LIeCCOB MMHEepanM3auuu, ux rnokasarenu cocrapuiau 1,03 =
0,18 m 0,30 + 0,11, COOTBETCTBEHHO, PA3/JIMYMM B TPYyIIIaxX
OBLIM CTATUCTUUECKM TOCTOBEPHBI, IIpu p = 0,003.
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Tabnuua 1. Pe3ynbTaThl CTaTUCTMYECKOTO KOPPENSLUMOHHOIO aHanusa.
B3anMMocCBa3b COCTOSIHUS 300p0Bbs 3y60B 06CnenyeMbix fAeTei M nokasartenei kavyectsa xm3Hn OHRQoL
Table 1. Results of statistical correlation analysis:
relationship between Oral Health Status and OHRQoL indicators in the examined children

Koadduument koppenaumun / Correlation coefficient

1 rpynna - peTu c HapyweHMeM 2 rpynna - AeTH C HapylleHneM
Moaynu aHketbi OHRQoL Bonpoc MUHepanusaumm KocTu ¢dopMrpoBaHUA KOCTU U XpALLa
N2 OHRQoL Questionnaire p. Group 1 - children with impaired | Group 2 - children with impaired
Question . .. . .
Modules bone mineralization bone and cartilage synthesis
Kny pufa/ Kny pufa/
OHI-S DMF PUFA OHI-S DMF PUFA
1 -0,20 0,04 -0,13 0,30 0,38* 0,35**
@usnueckuit auckomPopr, 2 0,28 0,19 0,36* 0,44 0,38* 0,49**
| | $yHKumoHansHoe coctodnie 3 0,18 0,12 -0,26 0,03 035" | 046"
Physical discomfort,
functional condition 4 0,25 0,30 -0,16 0,25 0,24 0,31™
5 0,08 -0,17 0,29 0,43 0,53* 0,43**
) | 3MouvoHanbHoe Gnarononyume | o 0,21 0,29 0,21 0,73 0,50" 0,27
Emotional well-being
7 0,34 -0,16 0,47 0,22 0,35* 0,31*
3 | CouManchan anantauus 8 0,28 0,17 0,16 0,17 0,21 0,15
Social adaptation
0,24 0,35* -0,21 0,11 0,32* 0,22
10 -0,07 0,32 -0,28 0,13 0,21 0,16
4 CemeiiHoe 6narononyumne 11 0,33 0,10 -0,27 0,25 0,28 0,28
Family well-being 12 -0,14 0,26 -0,32 0,06 0,06 0,20
13 -0,04 0,16 -0,39 -0,66 -0,03 0,06
5 p- value 0,590 0,035 0,0003

*paznuyus cmamucmuyecku 3Ha4umel npu p < 0,05;

**paznuyus cmamucmuyecku 3Ha4umel npu p < 0,005

*the differences are statistically significant at p < 0.05; **the differences are statistically significant at p < 0.005

[To pesynbTaTaM KIMHUYECKOTO U COLMOJIOTUUECKO-
ro 3Tama MCCIefOBaHMUSI AaHKeTUPOBAHUSI pOAUTeneit
(3aKOHHBIX MpefcTaBUTeNell) M3YyUYMJIu B3aUMOCBS3b
COCTOSIHMSI 3[TOPOBbS 3yOOB U YPOBHS TUTMEHBI pTa 06-
cjlefyeMbIX NeTeit M KpuTepueB KauecTBa KU3HU II0
onpocHuKy OHRQoL.

CormacHO [aHHBIM CTATUCTUYECKOTO KOppemsiiyOH-
Horo aHanusa (tabn. 1 u puc. 1 u 2), B rpyIie geTeit ¢
HapyuieHueM MuHepaqu3sauuy (l-s rpymnma) BbIsSIBJeHA
psiMasi KOppenssuMoOHHas CBSI3b cpenHent cuisl (1 = 0,34
u 0,33) Mmexxny 3HaUeHUsIMU nHAeKca rurmensl pra OHI-S
M BOINPOCAMM MOAYISL COLMANTbHON ajamnTaluu U ce-
MeMHOro 6aromnonayuusi. YMepeHHYI0 KOPPeJsIMOHHYIO
CBSI3b Yy JleTeil 3TOi ke TPYMIbl MPOAEMOHCTPUPOBAIN
nokasatenu KITY 3y6oB ¢ acmekTaMyu Momyns pusmue-
cKkoro auckomdopra, QyHKIMOHAIBHOTO COCTOSIHUS; a
TaKXke C COCTaBJSIOIMMM MOAY/IeN COLMaIbHOM ajzar-
Taluu U cemeitHoro Gmaromonyuus (r = 0,30; r = 0,35 u
0,32), cooTBeTcTBeHHO. [IpMHMMAss BO BHMMAaHMue TOT
(axT, 9YTO 06BEKTUBHAS KIMHNYECKas OlleHKa IToKa3aTe-
Jieit M CyOBbeKTUBHBIE TPEACTABIEHMS O 3I0POBbe U 6y1a-
TOMOAyYMM MaljMeHTa He BCerga COBNaAaT, M aHaIU3U-
pys TMONy4YeHHbIe CTAaTUCTUUYECKME Pe3yabTaTbl, MOKHO
OTMETUTDh U OTpUIlATe/IbHble 3HaUeHUSI MHIEKCOB KOp-
pensiuu, oTpaxalolie HeCOOTBETCTBIE CTeIleH! TskKe-

CTU KIMHUYECKUX IOKasaTesell POOUTENbCKON OLieHKe
CTOMAaTOJIOTMYeCKUX mpodieM. CiieqoBaTeIbHO, MOXHO
MPEATION0XUTh, YTO COCTOSIHME TUTUEHBI PTa U HaJIn4une
OCJIO’KHEeHHBIX GOpPM Kapueca y fieTeil He y BCex poauTe-
Jieit PeCIIOHAEHTOB BbI3bIBAIO GECITOKOICTBO.

B rpymnrie mereit ¢ HapymeHueM GOpMMUPOBAHUS KO-
CTU ¥ Xpsila (2-51 rpynIa), BbIsIBIeHa KOppeasIUMOHHas
CBsI3b BBICOKOV cwiibl (r = 0,73) mexnay ImokasaTeasiMmu
MHAEKCa TUTMEHBbl MOJOCTU PTa U YPOBHEM 3MOILMO-
HaJIbHOTO Gyaromnosyuusi. bosee TecHass KOppeIsILVIOH-
Has CBSI3b, YeM B 1-i1 rpyIire, yCTaHOBJIEHA MeXIY CO-
CTOSIHMEM TUTMeHbl pTa, 3HaueHus My nHpekca KIIY u
COCTaBJISIOIMMU MOIY/s (hu3uyeckoro auckomdopra,
dbyHKIMOHaNMbHOTO 6arononyuns (r = 0,44; 0,53, coot-
BeTCTBeHHO); nokasarenu KIIV orpaxanu ymMepeHHYIO
CBSI3b C aClleKTaMM COLMAJIbHON ajanTalyy U SMOLU-
oHaysbHOTO Onaromosnyuus (r = 0,32 u 0,50), cooTBerT-
cTBeHHO. [lonmyyeHHble NaHHbIE IO3BOJISIIOT BBISIBUTH
KOMIIJIEKC HEKOTOPBIX OTPaHUYEHMI, CBSI3aHHBIX C TIPU-
€MOM MUIIM ¥ KOMMYHUKAaTUBHBIMU MpPOLlecCaMu y fe-
Tell Cc HapyleHreM (GOPMUPOBAHMS KOCTU U XPSIIIA.

CTOUT OTMETUTDH, UYTO OLIEHOUHbIE 6AITBI POAUTENEN
M0 BOMPOCAaM 3HAYMMOCTU NMPOdeccuoHaJbHON TUTU-
€Hbl TIOJIOCTM PTAa UM HEOOXOAMMOCTU CBOEBPEMEHHO-
ro CTOMAaTOJOrMYecKkoro jeuyeHus (4 MOAYJIb aHKeThI
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e OHI-S e K[Y s pufa/PUFA

Puc. 1. KoppensumoHHbI aHann3 ypoBHS TUTUEHbI
NoAoCTM pTa, NoKasaTenieln MHTEHCUBHOCTM Kapueca
M ero OCNOXHEHUI C KPUTEPUAMM OLLEHKM KAYeCTBa KM3HU
fneten c opdaHHbIMK 3ab0oNeBaHMAMM C HApYLUEHWEM
npoLeccoB MUHEpPanM3aLum
Fig. 1. Correlation analysis of oral hygiene levels,
caries intensity, and related complications with Quality
of Life criteria in children with rare diseases affecting
mineralization processes

OHI-S Kny pufa/PUFA

1

Puc. 2. KoppensumMoHHbIA aHann3 ypoBHSA TMTUEHbI
MON0CTK pTa, NOKa3aTenen MHTEHCMBHOCTU Kapueca
M €ro OCNOXHEHUI C KPUTEPUAMM OLLEHKM KauyeCTBa XKU3HU
neteit ¢ opdaHHbIMKU 3a60NEBAHUAMM C HAPYLLUEHUEM
$hopMHMpPOBaHMS KOCTM U XpsLLa
Fig. 2. Correlation analysis of oral hygiene levels,
caries intensity, and related complications with Quality
of Life criteria in children with rare diseases affecting
bone and cartilage formation

Puc. 3. CpepnHue 3HavyeHus
KO3(QDULMEHTOB KOppensLmnm

M3yyaeMbIX CTOMATONOMMYECKUX
napaMeTpoB C KPUTEPUAMM

OHI-S KMy/DMF

-0,2

Kry/DMF*

KayecTBa XWU3HKU aeTen
C peakuMMu 3aboneBaHnaIMMU
B MCCNeayeMbIX rpynnax
*pasnunums CTaTUCTUYECKM
3Hauumsbl npwm p < 0,05;
**pasnnumns cTaTucTUYecku
3Haummsbl npu p < 0,005

pufa/PUFA**

04 -0,31

Fig. 3. Average correlation
coefficients of the studied oral

[ 3moumoHanbHoe 6narononyune / Emotional well-being
[l CoumnansHas aganTtaums / Social adaptation
[l Cemennoe 6narononyuue / Family well-being

1 rpynna — geTu ¢ HapylieHMeM MUHepanu3aumm KocTu
Group 1 — children with impaired bone mineralization

2 rpynna — AeTy C HapyLUEHWEM CMHTEe3a KOCTHU U XpsLia
Group 2 — children with impaired bone and cartilage synthesis

Il ®usnueckun guckomdopT, pyHkumoHansHoe cocTosiHue / Physical discomfort, functional condition

health parameters with Quality
of Life criteria in children with rare
diseases in the examined groups
*the differences are statistically
significant at p < 0.05;
**the differences are statistically
significant at p < 0.005

Tabn. 1 v puc. 1 u 2) MMeNn OTPULIATENHHYIO KOPPEISLIY-
OHHYIO CBSI3b C (DAaKTUYECKUM COCTOSTHMEM TUTUEHBI PTa
y peteii u 3HaueHusIMU nHAekca KIIV, 4To BbIsBsIeT He-
JIOCTaTOYHYIO MOTUBAIMIO POAMUTENEN K TpobuIaKTUKe
CTOMATOJIOTMYECKMX 3a060eBaumii. Tak, B rpyIIe aeTeii
C HapylleH)eM MMHepanu3auuyu KOCTU U3ydaeMblil KO-
abuieHT orpaxkan caabyio OTPHUIIATEIbHYIO CBSI3b
(r = -0,2); B rpymiIie geTeii ¢ HapymeHueM GOpMUpPOBa-
HMSI KOCTM ¥ XpSil[a OTMeuayjiach OOpaTHas 3HAYMMast
TeCHOTA CBSI3M, Koppensauun cocrasunar = - (0,6-0,8).
AHanu3 JaHHBIX NIPOBEIEHHOr0 MCCIeJOBAaHUS BbI-
SIBWJI CTAaTUCTUUYECKM 3HAUMMOeE, Haubosblliee BAUSHUE
reHeTUYeCKUX JeTePMMUHMUPOBAHHBIX HapylleHuit dhop-

MMUPOBAHUS COeNUHUTENbHON U MMUHePaIbHBIX TKaHelt
y IeTeii ¢ HapyleHyeM GOPMUPOBAHMUS KOCTU U XpSIia
(2-5 rpynmna) Ha B3aMMOCBS3b MHTEHCUBHOCTY Kapueca
3y60B (KITV), oc/ioxkHeHuit Kapuo3Horo mpoiiecca (pufa/
PUFA) u acIiekToB, IOCBSIIIEHHBIX QU3NMIECKOMY IMC-
KoMdopTy, GYHKIMOHATBHOMY COCTOSIHUIO B ITOJIOCTU
pTa ¥ 3MOUMOHAJbHOMY Oyaromosyunio. Pasznuuus B
3HaUeHUSIX KodbduumeHTOB KOppensiuuu ¢ 1-it rpym-
0¥ 6B CTATUCTUYECKYU NOCTOBepHBI, TIpu p < 0,05 n
p < 0,005 (puc. 3). [TosryueHHbIE PE3YAbTATHI IO3BOJISIOT
BBISIBUTD Y JIETEI B TPyIIIe ¢ HapyuieHueM GopMupoBa-
HMSI KOCTY U Xpsllia 60ee HU3KMe TTOKa3aTe M KauecTBa
SKU3HMU, CBSI3aHHBIE C COCTOSIHMEM 3Y6O0B.
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3AKJIIOYEHUE

TakuMm 00pa3oM, MOTyYeHHbIe B XONle MCC/IeNOBAHUS
pes3yabTaThl OTpakaloT MHOTOTPAaHHOE BIMSIHME COCTOSI-
HUSI 3M0POBbsI 3y0OB HA KAUeCTBO KU3HU JIeTeli ¢ HaCeI-
CTBEHHbIMM 3abojieBaHMSIMM C HapylieHueM docdop-
HO-KaJIbLIIEBOTO OOMEHa, YTO MOAYEepPKMBAET BaKHOCTb
OIIeHKM CTOMATOJIOTMUECKOTO CTaTyca B KOMILIEKCHOM
obcenoBaHMM €T, CTpajallMX peagkumu 3abojeBa-
Hustmu. O6IIenpy3HaHHble MHCTPYMEHTbI BaIMAMPOBAH-
HOTO BOIIPOCHMKA, BKIKUAIONIET0 KpUTEpUM KadecTBa
>skn3HM OHRQOL, Hapsay ¢ KIMHMYECKMMMU MTOKa3aTelsiMu
CTOMAaTOJIOTMYECKOTO CTaTyca, OueHb BaKHbBI B Oll€HKE CO-
CTOSIHMSI 3[,0POBbSI MOJNOCTU PTa JeTelt, UTO COriacyeTcs
C TaHHBIMM paHee MPOBEAEHHBIX McciaemoBaumii [11, 15,
18]. OTMmeueHHble HaMM OTpULIATENbHbIE ITOCIENCTBUS
HM3KOTO YPOBHS CTOMATOJIOTMUECKOI KYIbTYphl JeTeit U
UX poauTesielt (3aKOHHBIX MpencTaBuUTesNeil) Ha pa3BUTHeE
KapMO3HOTO TOpakeHusI 3y60B 06C/IeqOBaHHBIX M yCTa-
HOBJIEHHbBIE B3aMMOCBSI31 TTO3BOJISIIOT TPEIIOI0XKNUTh, YTO
TTOKa3aTeIy CTOMATOJIOTMYECKOTO CTaTyca pebeHKa ¢ U3-
yJyaeMbIMU PeIKMMM MeTaboaMuecKuMy 3a60/1eBaHMUSIMMU
aCcCOLMMPOBAHBI C ero GU3UYECKMM COCTOSTHUEM, (PYHK-
LIMOHAIBHOM aKTUBHOCTHIO, YPOBHEM (PM3MUECKOTO U CO-
LMaJIbHOTO Pa3BUTHS. BbisiBIeHHble HAMU NOCTOBEPHBIE
(p = 0,003) 3HauMTeNbHBIE OT/INYMS TTOKA3aTeNeli MHTeH-
CUBHOCTU OCJIOKHEHMIT Kapueca (1o uHgekcy pufa/PUFA)
1 60Jiee BHICOKME TTOKA3aTeIy TECHOThI KOPPESILIMOHHOM
cBs3u KITY u PUFA c acriektamy KauecTBa KU3HU Y JeTeil

CMUCOK JIUTEPATYPbI / REFERENCES

1. Charoenngam, N.; Cevik, M.B.; Holick, M.F. Diag-
nosis and management of pediatric metabolic bone dis-
eases associated with skeletal fragility. Curr Opin Pedi-
atr. 2020, 32(4): 560-573.

doi: 10.1097/MOP.0000000000000914

2. Rapoport M, Bober MB, Raggio C, Wekre LL,
Rauch F, Westerheim I, et al. The patient clinical jour-
ney and socioeconomic impact of osteogenesis imper-
fecta: a systematic scoping review. Orphanet J Rare Dis.
2023;18(1):34

doi: 10.1186/s13023-023-02627-3

3. Nguyen QC, Duverger O, Mishra R, Mitnik GL,
Jani P, Frischmeyer-Guerrerio PA, et al. Oral health-
related quality of life in Loeys-Dietz syndrome, a rare
connective tissue disorder: an observational cohort
study. Orphanet ] Rare Dis. 2019;14(1):291.

doi: 10.1186/s13023-019-1250-y

4. De Coster PJ, Martens LC, De Paepe A. Oral mani-
festations of patients with Marfan syndrome: a case-
control study. Oral Surg Oral Med Oral Pathol Oral Ra-
diol Endod. 2002;93(5):564-72.

doi: 10.1067/moe.2002.121430

5. Kratunova E, Zhang IL, da Fonseca MA. Dental
Considerations in Patients with Loeys-Dietz Syndrome:
A Review of the Literature and Case Report. J Clin Pedi-
atr Dent. 2021;45(3):193-198.

doi: 10.17796/1053-4625-45.3.8

OpuruHanbHas ctatbg | Original article

¢ HapyueHreM HOPMUPOBAHUS KOCTU U XPSIIA, BO3MOXK-
HO, OTPaKAIOT CTEIEHb TSDKECTU BIAVSHUI T€HEeTUUECKUX
HapyIIeHui MTaHHbIX HO30JI0TMII Ha COCTOSIHME 3YOOB U
KauecTBO XU3HU 006C/IeOBaHHbIX JIETEIA.

MoskHO IIpeaInosoKUTb, YTO BbISIBJIEHHbIE€ HAMU OT-
JINYUS TSIKECTU BIAMUSIHUSI CTOMATOJIOTMYECKOM MaTos0-
MM Ha KaueCcTBO KM3HU JeTei ¢ pegkumMu 3a60/1eBaHM -
aMu ¢ HapymeHueM (GochopHO-KaIbIIMEBOTO 0O6MeHa
CBSI3aHBI C pasHoii 3(GGEKTUBHOCTHIO IPUMEHSIEMO
0011eli Tepaluy OCHOBHOIO 3a00jieBaHMSI HA CTOMATO-
JIOTMYECKUIi CTaTyC pebeHKa.

CrnenmoBaTenbHO, M3yYyeHME B3aMMOCBSI3U Iapame-
TPOB CTOMATOJIOTUYECKOTO CTATyCa ¥ MHAMKATOPOB Ka-
YyecTBa KM3HU, CBSI3aHHBIX CO 3JOPOBbEM ITOJIOCTU PTa,
SIBJISETCS HEeoOXOAMMBbIM 3BEHOM KOMILIEKCHOW MeX-
IUCLMIUIMHAPHONM peabuanuTanuy meTei, CTpafaroimx
opbaHHbIMU 3a60/IeBaHMSIMMU C 1I€JIbI0 CBOEBPEMEHHOI
KOPPEKIIM MaTOJOTMUYECKOro Mpolecca.

ITosryyeHHbIE HAMM PE3YJAbTAThl OTPA’kalOT HaM-
yye (QYHKIMOHATbHBIX, SMOIMOHAIbHBIX, GU3UUECKUX
HapYILIeHM, CBSI3aHHBIX C COCTOSHMEM 3YOOB Yy 00-
CJIeIOBAaHHBIX [eTeif, a M3ydyaeMble IMapaMeTphbl CTO-
MAaTOJIOTUYECKOTO CTAaTyCa SIBJASIOTCS MUIIEHSIMU [IJIs
BMEIATEIbCTBA U KOPPEKIMU, YTO AUKTYET HEOOXOAM -
MOCTb Pa3paboTKM AJisI CTOMATOJIOTOB aJITOPUTMOB ITPO-
BelleHMsI J1eueOHO-TTPOGMIAKTUUECKUX MEepOIIPUSTUIA
IeTsiM ¢ opdaHHBIMM 3a00J€BaHUSIMU C HapylIeHMEeM
dbocdopHO-KaAbIMEBOTO 0OMEHa, HaIpaBJeHHBIX Ha
pellieHye BBISIBJIEHHBIX ITPOOIEM.

6. Mitakides ], Tinkle BT. Oral and mandibular mani-
festations in the Ehlers-Danlos syndromes. Am J Med
Genet C: Semin Med Genet. 2017;175(1):220-225.

doi: 10.1002/ajmg.c.31541

7. Lpivsinckast BB. CromaTosiornueckie mposiB/ieHus He-
coBepIleHHOro ocTeoreHesa. Tesucbl XVII Poccuitickoro KoH-
rpecca «/IHHOBallMOHHbBIE TEXHOJIOTUY B TIEOUATPUN U JET-
CKOVi XUPYPTrUM» C MEeXIYHApOOHBIM yuyactueM. Poccutickutl
secmuuk nepuxHamonoeuu u neduampuu. 2018;63(4):300-301.

doi: 10.21508/1027-4065-congress-2018

Tsimlyanskaya BB. Dental manifestations of osteo-
genesis imperfecta. Theses of the XVII Russian con-
gress "Innovative technologies in pediatrics and pediat-
ric surgery" with international participation. Rossiyskiy
Vestnik Perinatologii i Pediatrii (Russian Bulletin of Peri-
natology and Pediatrics). 2018;63(4):300-301 (In Russ.).

doi: 10.21508/1027-4065-congress-2018

8. Drazewski D, Grzymistawska M, Korybalska K, Cz-
epulis N, Grzymistawski M, Witowski J, et al. Oral Health
Status of Patients with Lysosomal Storage Diseases in
Poland. Int J Environ Res Public Health. 2017;14(3):281.

doi: 10.3390/ijerph14030281

9. Bucno6okosa EB, Kucenpuukosa JIII, BouHoBa BIO.
KomrmiekcHoe cToMaTooruueckoe obcienoBaHme u jie-
yeHMe mauyeHTa ¢ runodocdaTeMUUecKUM PaXUTOM.
AHdodonmus Today. 2018;16(2):59-63.

doi: 10.25636/PMP.2.2018.2.11

2024; 24(3) CromaTtonorus neTckoro Bospacta v npodpunaktuka / Pediatric dentistry and dental prophylaxis

265



OpuruHanbHas cratbg | Original article

Vislobokova EV, Kiselnikova LP, Voinova VYu. Com-
prehensive dental examination and management of a
patient with X-linked hypophosphatemic rickets. End-
odontics Today. 2018;16(2):59-63 (In Russ.).

doi: 10.25636/PMP.2.2018.2.11

10. Kiselnikova L, Vislobokova E, Voinova V. Dental
manifestations of hypophosphatasia in children and the
effects of enzyme replacement therapy on dental status: A
series of clinical cases. Clin Case Rep. 2020;8(5):911-918.

doi: 10.1002/ccr3.2769

11. Gjgrup H, Beck-Nielsen SS, Hald JD, Haubek D.
Oral health-related quality of life in X-linked hypo-
phosphataemia and osteogenesis imperfecta. J Oral Re-
habil. 2021;48(2):160-168.

doi: 10.1111/joor.13114

12.Vahedi S. World Health Organization Quality-of-Life
Scale (WHOQOL-BREF): Analyses of Their Iltem Response
Theory Properties Based on the Graded Responses Model.
Iran ] Psychiatry. 2010;5(4):140-53. Available from:

https://pubmed.ncbi.nlm.nih.gov/22952508/

13. Jurikova L, Masarova L, Panovsky R, Pesl M, Revendo-
va KZ, Volny O, et al. Decreased quality of life in Duchenne
muscular disease patients related to functional neurologi-
cal and cardiac impairment. Front Neurol. 2024;15:1360385

doi: 10.3389/fneur.2024.1360385

14. Ruy Carneiro NC, Duda Deps T, Campos Franca E,
Ribeiro Valadares E, Almeid Pordeus I, Borges-Olivei-
ra AC. Oral health of children and adolescents with mu-
copolysaccharidosis and mother's Sense of Coherence.
Spec Care Dentist. 2017;37(5):223-229.

doi: 10.1111/scd.12238

15. Teixeira SA, Santos PCM, Carneiro TCB, Paiva SM,
Valadares ER, Borges-Oliveira AC. Mother's sense of co-
herence and dental characteristics in children and ado-

CBEAEHUA Ob ABTOPAX

ABTOp, OTBETCTBEHHBIN 3a CBSI3b C peJaKnner:

AnexkceeBa lpuHa AnekcaHApPOBHA, KaHAUAAT Me-
OUIIMHCKUX HAyK, aCCUCTEHT Kadeapbl JeTCKOI cTOMa-
Tosorun Poccuiickoro yHuBepcuTeTa mMenuiuHbl, Mo-
CKBa, Poccuiickasg ®@enepanus

st mepenucku: alexeeva.penza@yandex.ru

ORCID: https://orcid.org/0000-0002-9409-3046

INFORMATION ABOUT THE AUTHORS

Corresponding author:

Irina A. Alekseeva, DMD, PhD, Assistant Professor,
Department of Pediatric Dentistry, Russian University
of Medicine, Moscow, Russian Federation

For correspondence: alexeeva.penza@yandex.ru

ORCID: https://orcid.org/0000-0002-9409-3046

Larisa P. Kiselnikova, DMD, PhD, DSc, Professor,
Head of the Department of Pediatric Dentistry, Russian
University of Medicine, Moscow, Russian Federation

For correspondence: Ipkiselnikova@mail.ru

ORCID: https://orcid.org/0000-0003-2095-9473

lescents with osteogenesis imperfecta: A paired study.
Spec Care Dentist. 2021;41(2):170-177.

doi: 10.1111/scd.12560

16.Friedlander L, Berdal A, Boizeau P, Licht BA, Maniére MC,
Picard A, et al. Oral health related quality of life of children and
adolescents affected by rare orofacial diseases: a question-
naire-based cohort study. Orphanet ] Rare Dis. 2019;14(1):124.

doi: 10.1186/s13023-019-1109-2

17. Hanisch M, Wiemann S, Bohner L, Jung S, Klein-
heinz J, Igelbrink S. Oral Health-Related Quality of Life
in People with Rare Hereditary Connective Tissue Dis-
orders: Marfan Syndrome. International Journal of Envi-
ronmental Research and Public Health. 2018;15(11):2382.

doi: 10.3390/ijerph15112382

18. Najirad M, Ma MS, Rauch F, Sutton VR, Lee B, Re-
trouvey JM, et al. Oral health-related quality of life in
children and adolescents with osteogenesis imperfecta:
cross-sectional study. Orphanet J Rare Dis. 2018;13(1):187.

doi: 10.1186/s13023-018-0935-y

19. Kucenbaukosa JII1, TokapeBa AB, 3yeBa TE. OueH-
Ka KauecTBa KM3HM y NMALVEHTOB C KapuecoM paHHero
JIeTCKOro Bo3pacta. Cmomamonozus demckozo 803pacma
u npounakmuxka. 2011;10(2):3-8. Pexxum mocTymna:

https://www.elibrary.ru/item.asp?id=16753202

Kiselnikova LP, Tokareva AV, Zueva TE. Evaluation of
quality of the life at children with early childhood caries.
Pediatric dentistry and dental prophylaxis. 2011;10(2):3-
8 (In Russ.). Available from:

https://www.elibrary.ru/item.asp?id=16753202

20. Monse B, Heinrich-Weltzien R, Benzian H, Hol-
mgren C, van Palenstein Helderman W. PUFA - an in-
dex of clinical consequences of untreated dental caries.
Community Dent Oral Epidemiol. 2010;38(1):77-82.

doi: 10.1111/j.1600-0528.2009.00514.x

Kucenbnukosa Jlapuca IlerpoBHa, IOKTOp Me-
IMOVHCKUX HayK, Ipodeccop, 3aBenymwouias Kadenpoii
JeTCKOM croMaTronoruu Poccuiickoro yHuBepcuTeTa
meauiHbl, MockBa, Poccuiickas @enepanus

s nmepencku: Ipkiselnikova@mail.ru

ORCID: https://orcid.org/0000-0003-2095-9473

Kougaukm unmepecoe:

Aemopel dekaapupyom omcymcmaue

KOH(IUKING unmepecos/

Conflict of interests:

The authors declare no conflict of interests

Hocmynuna / Article received 02.07.2024

Iocmynuna nocne peyeHauposarus / Revised 12.08.2024
Ipunama k ny6aukayuu / Accepted 15.08.2024

2024; 24(3) Cromatonorus aeTckoro Bo3pacTa u npodunakTuka / Pediatric dentistry and dental prophylaxis



