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Pesiome

Lenb. V3yunTb MeanLIMHCKNE U COLManbHble acneKTbl, BAusaioLire Ha GOpMUpoBaHUE NH-
BaNIMAHOCTM 1 KaueCTBO XU3HW y AeTel C SKTOAePMasibHOW Ancnnasunen.

Marepuanbl n metogbl. bbin NpoBeeHbl KNMHNKO-3KCNEPTHOE UCCefoBaHNE, B TOM
yrcne ¢ no3nuymmn MexayHapoaHow KnaccudurKkaumm GyHKLMOHUPOBaHUA, OFPaHNYEHMIA
KU3HEeLeATEeNbHOCTM M 300POBbA, OLEHKA KauyecTBa XMU3HW 5 AeTer-UHBaNNLOB C SKTO-
AepManbHON Ancnnasnen B Bo3pacte oT 2 go 18 net.

Pesynbratbl. Pe3ynbraTthl nccnegoBaHna npogeMoHCcTpupoBanu, yto B 100,0% cnyua-
eB (OW: 56,6-100,0) y peTen ¢ 3KTOAePManbHOWM AUCnnasmelnt Hapywanmcs GyHKLUN To-
NepaHTHOCTM K GU3NYECKON Harpyske, 3alUTHble U penapatuBHble GYHKLMN KOXU U
byHKumm Bonoc, B 80,0% (AW: 37,6-96,4) — apTrkynaumm n xesaHus, B 60,0% (OU: 23,1-
88,2) — Tepmoperynauuu, B 40,0% (OU: 11,8-76,9) — KycaHus, 06paboTKM NuLM BO PTY
N COXPaHeHVA Macchl Tefa. YKasaHHble HapyLleHusa yxyawanu éusmnyeckue (75,0 6anna,
56,3-87,5), amoumoHanbHble (75,0, 70,0-90,0) n coymanbHble (75,0, 55,0-80,0) coctaBna-
foLLMe KauecTBa XMU3HW U MPUBOAUIN K 3aTPyAHEHMAM B 6ere 1 3aHATUAX CNOPTOM Ha-
paBHe co 380poBbIMU cBepcTHMKamu B 100,0% (OW: 56,6-100,0) cnyyaes, npueme nuwm
B 80,0% ([W: 37,6-96,4), 3a60Te 0 CBOEM 3[0POBbE, UIPe N AOLIKONbHOW I13HN B 60,0%
(OW: 23,1-88,2), nepeaBm*eHNN BHe CBOEro AOMa 1 BHe APYruxX 34aHNA 1 NOArOTOBKeE K
npodeccrmoHanbHom featenbHocty B 40,0% (AW: 11,8-76,9) cnyyaes.

3aknioueHue. bbiiy BbleneHbl OCHOBHbIE HapyLeHNa GYyHKUMIA 1 3aTPYAHEHUA aKTUB-
HOCTU U ydyacTa C no3uuum MexgyHapoaHoW Knaccudukaumm ¢GyHKLMOHUPOBaHMA,
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Abstract

Purpose. To study medical and social aspects affecting disability formation and quality of
life in children with ectodermal dysplasia.

Materials and methods. A clinical and expert study, based among other points of view
on positions of the International Classification of Functioning, Disability and Health, and
quality of life assessment of 5 disabled children with ectodermal dysplasia aged from 2 to
18 years was conducted.

Results. The results of the study demonstrated that exercise tolerance functions,
protective and repair functions of the skin and functions of hair were impaired in 100.0%
(Cl: 56.6-100.0) of children with ectodermal dysplasia, those of articulation and chewing
in 80.0% (Cl: 37.6-96.4), thermoregulatory functions in 60.0% (Cl: 23.1-88.2), and biting
and manipulation of food in the mouth and weight maintenance functions in 40.0 (Cl:
11.8-76.9). These impairments worsened physical (75.0 points, 56.3-87.5), emotional
(75.0, 70.0-90.0) and social (75.0, 55.0-80.0) components of quality of life and resulted in
difficulty in running and playing sports on a par with healthy peers in 100.0% (Cl: 56.6—
100.0) of cases, in eating in 80.0 (Cl: 37.6-96.4), in caring for own health, in playing and
preschool life at 60.0 (Cl: 23.1-88.2), in getting around outside home and other buildings
and in preparing for occupational activities in 40.0 (Cl: 11.8-76.9).
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Conclusion. The main dysfunctions and difficulties in activity and participation from the
point of view of the International Classification of Functioning, Disability and Health, and
components of quality of life according to PedsQL 4.0 in disabled children with ectodermal
dysplasia were defined.

Keywords: children, disability, ectodermal dysplasia, quality of life, international
classification of functioning

B BBEOEHWE

JKTOAEpManbHble AUCMIA3nUM — 3TO FPYMmna reHeTUYeCKn AeTePMUHNPOBAHHBIX Op-
baHHbIX 3a00neBaHni, NpeACcTaBAALWUX COOON BPOXKAEHHbIE MOPOKY Pa3BUTUA GeHo-
TUNNYECKN PA3AINYHON CTENEHN BbIPAXKEHHOCTU U XapaKTepuU3yoLWMXCA OCTaHOBKOM pas-
BUTWA, HEAOPA3BUTUEM WS OTKIIOHEHVEM OT HOPManbHOro GOPMMPOBAHNA OPraHOB U
TKaHel 3KTO4epMasibHOro NPOUCXOXKAEHUA C YacToTom BcTpeyaemocTn ot 1:10 000 go
1:100 000 B 3aBucMocCTU OT GopMbl 3abonesaHua [1-4]. B Pecnybnuke benapycb aHru-
[POTUYECKan SKTogepMasibHasA ANCNasna BXOAWT B NepeyeHb 3abonesaHunin 4na Hanpas-
NeHunA naymeHToB B PecnybnnKaHCKMiA KABUHET reHeTUYEeCKo NaTONOMMK KOXN, a B coye-
TaHUU ¢ UMMyHoAedMLUTOM — B NepeyeHb opdpaHHbIX 3aboneBaHnin cornacHo nprKkasam
MuHncTepcTBa 3npaBooxpaHeHmns Pecny6nuku benapycb N2 879 ot 07.08.2017 1 N2 1153
o1 02.09.2022.

M3 KoxHOW 3KTOAEepMbl 06pa3yoTcA BOOChI, SMasib 3yO0B, KOXa 1 »esie3bl BHELIHEN
cekpeuun — NOTOBble, CalbHble, MOJIOYHbIE, CNe3HbIe, CIIHHbIE, BPOHXMANbHbIE, XKeny-
[AOYHO-KMLILEYHOro TPaKTa, SNUTENni POTOBOW NOSIOCTW, OTAENOB KuLeyHuKa u ap. Nc-
XOAA M3 Yero KAMHMYeCKne nposABSieHUA 3KToAEepManbHOM AUCMNAa3uUn BapbupyoT OT
He3HauuTeNbHbIX JO MOSHOrO CMMMNTOMOKOMISIEKCA, KOTOPbIV MPUBOAUT K HapyLIEHUAM
bYHKUMIA OopraHn3ma, 3aTPYAHEHNIO aKTUBHOCTM 1 y4yacTus, BAVAIOWNX Ha GopMmnpoBa-
HUe NHBaNMAHOCTA. K MUHUMAasbHbIM ANArHOCTUYECKNM NPU3HaKaM OTHOCAT FMNOTPUXo3
(anoneuus), runo- unu armgpos, runogoHTuio [1-4]. Bcnepactene ageHTum (rvno-, onuro-),
npusodALlen K HeJOPa3BUTMIO U YAaCTUYHOW WS NOMTHOWN aTpodun anbBEeONAPHbIX OT-
POCTKOB, HAPYLLEHNIO KOHTAKTUPYIOLLMX OKKITO3MOHHbIX MOBEPXHOCTEN 3y60B-aHTaroHN-
CTOB, NMO3HEMY MPOPE3bIBAHMI0 MOMOYHbIX U MOCTOAHHbBIX 3y6OB C HapyLUeHeM nocre-
[,0BaTENbHOCTIN NPOpPe3blBaHNA, MALMEHTbI C SKTOAEPMASIbHOW AUCMA3nen HyxAalTcaA
B npote3npoBaHumn [3-6]. Hegopassute CeKpeTopHbIX »ene3 fbIXxaTeNbHON CUCTEMbI
00yCnaBnMBaeT CKAOHHOCTb K PELMAVBUPYIOLMM PeCnpaTopHbIM 3a60neBaHUAM: pu-
HWT, B TOM yncne aTtpodpryecknin, napuHruT, GpaprHrut, 6poHxmT. Hepopassutue cekpe-
TOPHbIX U/UX NPOTOKOBbLIX OTAENOB NULLEBAPUTENbHbIX »Kene3 NPUBOAUT K ABNEHUAM
KCepoCTOMUM U TUMOCaNMBaLiK, CKNaguaTocTu A3bika, ancdarnu, HapyLweHnio BKYCOBbIX
OLLYLUEHW, HAPYLIEHMWIO CEKPELIMU MILLEBAPUTENBHbBIX COKOB, YTO B CBOK ouepefb 06-
ycnaBnuBaeT GOpMMpOBaHMe CUMMITOMOKOMIIEKCA ManbAUrecTMn n Manbabcopbumu
[1, 7, 8]. Hegopaseutme cnesHbix xene3 NpoABNAETCA YMEHbLUEeHNeM Ce300TAeNeHus,
YTO BbI3bIBAET HE TOMbKO MeXaHW4YecKoe pasgpa)XeHue, HO U MPUBOAUT K HapyLUeHWIo
NUTaHWA aBaCKyNAPHOW POroBULbl, YTO NPOABAAETCA pa3BUTUEM CUMNTOMOB CUHAPOMA
CYXOro rf1a3a 1 4YacTblX KOHBIOHKTUBUTOB, BMOCNEACTBUM NPUBOAALLNX K KaTapakTe [9, 10].
TakXe onmcaHa CKNOHHOCTb ftofel C TakuM 3aboneBaHnem K UXTUO3UPOPMHbIM Lueny-
LWeHVAM, aToNMMUYeCcKoMy fepMaTUTy, 6POHXMaNbHON acTMe, ManynesHbiM BbiCbIMAaHUAM,
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bonnukynapHomy runepkepaTosy, 1afoHHO-NOAOLIBEHHON KepaTogepmum, 06yCoBneH-
HbIM CalbHO-Xene3ncTon runonnasven [11].

Hanbornee onacHbIM 1 HeGNaronpPUATHLIM AN1A KU3HU NaLUEHTOB ABNAETCA Heopas-
BMTWE MOTOBbIX XeJfe3, NPoABAAloLeeca N3MEHEHNeM TemnepaTypHOro romeocTtasa, B
YaCcTHOCTM Mpouecca TeNoOTAAUN NyTem Nepcnupaunn, BCeacTBUE CHUXKEHHOrO (8o
85,0%) 1unu oTCyTCTBYIOLLErO NOTOOTAENEHUSA, YTO MPUBOAMUT K runepTepmun 1 obycnas-
NMBaeT HenepeHOCMMOCTb BbICOKUX TeMMepaTyp OKpYy»<aloLlen cpefbl Y AaHHbIX nauu-
eHToB [12]. InnTenbHasa n peunansBmpyloLan runepTepmmna MOXeT cTaTb NPUYNHON 3a-
LEeP>KKM HEPBHO-MCMXMYECKOro PasBUTUA Y TaknX AeTel. B HayuHom nuTepaTtype onmcaHbl
c/lyyan Hannymsa yMCTBEHHOW OTCTanocTu Npu JaHHOM 3aboneBaHnu, UTO CBA3bIBAIOT C
YacTo MOBTOPAKLWMMKCA SMM304aMN TMNEPTEPMUN B CBA3N C HapyLIEHNeM NpoLeccoB
BbIPabOTKM SHEPrun 1, Kak pesynbraT, paboTbl TPAHCMOPTHBIX U MHbIX SHEPro3aBnCcUMbIX
CMCTEM HENPOHOB (HapyLLeHre K30TeEPMUYECKNX PeaKLMIA OKNCIIEHNA MIOKO3bl U XKMUP-
HbIX Kucnor) [13, 14].

M3 6onee uem 170 BMAOB 3KTOAEPManbHOW Aucnnasum okono 90,0% cnyyaes npu-
XOAUTCA Ha runorngpoTmyeckyto dopmy [15, 16], Npy 3TOM K MHBaNUAHOCTY BCIeACTBME
6one3Heln KON 1 MOJKOXHONM KNeTyaTky B AETCKOM BO3pacTe, MO AaHHbIM OTAeNeHuA
neHcroHHoro ¢oHpa Poccuiickon QOepepauun no Yamyprtckon Pecnybnuke Ha 2016 r.,
NPUBOAMT NO 6OJIbLIEN YAaCTN aHIgpPoTUYecKaa popma [17].

JeTtam c akTopaepmanbHol ancnnasmeit B 100,0% cnyvyaeB TpebyeTca KOMMeKCHas,
NpeemMcTBEHHAA MeAULMHCKas peabunutayma ¢ npuBieYeHnemM CneumnanncToB pasnmy-
HbiIX Npodunen: Bpaya-negmaTpa, Bpaya — CTOMATONIOra-OpTOAOHTA, Bpaya — CTOMATo-
nora-TepanesTa, Bpaya — CTOMaTosiora-opToneAa, ioroneaa, ncuxonora, Bpava-reHeTu-
Ka, Bpaya-oTONapuHroNiora, Bpava-gepmaToBeHeposiora, Bpaya — YentoCTHO-NLEBOrO
xupypra u gp. [19]. Hapsagy ¢ npodunakTnKom CyxoCTh KOXHbIX MOKPOBOB AETAM-UHBa-
nupam ¢ aKToAepmanbHol auncnnasmven (aHrmgpoTtnyeckasa Gopma) pekomeHayeTca Uc-
Nnonb30BaHNe TEXHUYECKNX CPeACTB COLManbHON peabunmtaymm — 3y6HbIX NPOTe30B C
BO3pacTa OT 3 JleT 1 CTapLue B 3aBUCMOCTM OT MHAUBMAYaNbHbIX MOPHOIOrMUeCcKrX 0Co-
6eHHoCcTel Bo3pacTHOro GopmmnpoBaHnA 3yO60UYeNtoCcTHOro anmnapaTta C Nepuogmyeckon
(oT 6-29 mecsALEB) 3aMeHOI Ha HOBble B CBA3M C POCTOM U pa3BuTmeM 6e33y6bix yyacT-
KOB uentocTell pebeHKa BCNeACcTBME BOCCTaHOBNIEHHOW XeBaTeNbHOWN Harpy3ku [17, 18].
CbeMHbIln 3y6HOI NpoTe3 y feTell C SKToAepMalbHON Aucnnasnen paccmaTpmBaeTca Kak
opTonegmnyeckas CTOMaToNIorMyeckasa KOHCTPYKLMA, 3aMeLlatollan n3baH 3yoHoro paga
N HanpaBneHHasa Ha KOPPEKLMIO HapYLLIEHN peyn B KOMMJIeKce C IOronefmnyeckon Kop-
peKkumei. Kpome Toro, faHHbI OPTOQOHTUYECKMI annapaTt CTUMYAnpyeT pocT 1 Gopmu-
poBaHue YeniocTein, Npope3blBaHME U Pa3BUTME UMEIOLLMXCA 3a4aTKOB 3yO0B 3a cueT mMe-
XaHVYeCKOW CTUMYNALMM KOCTHOWM TKaHW, akTMBMpYtoLen npouecchl anddepeHUnpoBKn
$M6pPO6NACTOB M U3MEHAILWEN aKTUBHOCTb OCTEO6/1IACTOB/OCTEOKNACTOB U POCTOBbIX
¢dakTopos [18].

PaznuuHble nccnepgosaHna [19-24] ykasbiBaloT Ha HeraTMBHOE BAVAHNE Ha KayecTBO
XWU3HW AeTeln C AaHHbIM 3aboneBaHMEM CUMMTOMOB 3KTOAEPMaNbHON AMChnasum, cea-
3aHHbIX C MOPaXKeHMEM KOXM (Hanmumem runormaposa, CyxoCTu KOXKHbIX MOKPOBOB C AB-
NeHNAMKN JepMmaTnTa, 3po3unen, auctpoduen nnm ¢parmeHTaymen HorTem) U rmno- Unu
onuropoHTMen. KauecTBo »K13HK, CBA3aHHOE C 0COOEHHOCTAMM 3y60UENtOCTHO CUCTEMDI,
MOXET BapbMpoBaTb B 3aBUCMMOCTY OT Nona 1 Bo3pacTa [22, 23]: AeBOYKM Halle yKasbl-
BalOT Ha HaNMuMe IMOLMOHANbHbBIX NPO6SIEM, CBA3AHHbBIX C 6ECNOKONCTBOM O BHELLIHOCTH,
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a TaKkXe Hanuume pasfgparkMTeNlbHOCTKM, 3acTeHumBoCcTU U Ap. MNoapoctkm (15-17 neT)
yallle yKa3blBaloT Ha NPobnemMbl C HapyLIEHEM CHa, 3aTPYAHEHHbIM eBaHWeM, AblXaHU-
€M, peubto 1 onpeaeneHHbIMA ANETUYECKMMU OrPaHNYEHUAMM B CPaBHEHWM C FPYNMown
peten B Bo3pacTe 11-14 neT. Pogntenn oTMeyaloT, UTO NPOTE3MPOBaHNE B PaHHEM UK
[OLIKONbHOM BO3pacTe ynyudllaeT He TONbKO HaBbIKU XXeBaHUA, HO 1 CAMOOLIEHKY pebeH-
Ka [22]. MprmeyaTenbHbIM ABNAETCA TOT GaAKT, UTO POAUTENN AeTeN C SKTOAEPMASIbHOM
[VCnnasnei KauecTBO »KM3HW, CBA3aHHOE C OCOBEHHOCTAMU 3y6OUEentoCTHOM CUCTEMDI,
oLeHMBaloT Ha bonee HU3KOM YPOBHe, uemM camu aetu [22, 23].

B LIE/Ib NCCNEJOBAHUA
M3yunTtb MeAMLMHCKME 1 coumanbHble acneKTbl, BIUsioLve Ha GopMMpOBaHMe NHBa-
JIMBHOCTU 1 KaYeCTBO KN3HW Y AeTell C SKTOAEPMAnbHON AMUCrasneil.

B MATEPWAJIbl U METObI

Bbino npoeeaeHo MccnepgoBaHne GYHKLMOHUPOBaHUA C no3unumn MexayHaponHom
Knaccnoukaumm GyHKLMOHNPOBaHNA, OFPaHUYEHUI XN3HEAEeATeNIbHOCTA 1 3L0POBbA
(MK®) 5 peTein-MHBanMpoB C 3KTOAEpPManbHOM AUChNasnel B Bo3pacte oT 2 go 18 nerT,
NPOXOAMBLUNX KOHCYNbTUPOBaHME B KOHCYNbTaTUBHO-MOMNKINHNYECKOM OTAENEeHNUN
'Y «PecnybnmkaHCKUA HayUHO-MPAKTUYECKNN LEHTP MeAULMHCKON SKCNepTr3bl N pea-
6unutaymm» ¢ 2014 no 2023 r. B cooTBeTCTBMU C BUAOM BefyLlel BO3PacTHOW feATenb-
HOCTW OeTun pa3feneHbl Ha BO3pacTHble KOropTbl: NPeaaoLWwKONbHbIN BO3pacT — 1-2 roga
(20,0%, OW: 3,6-62,5), powKonbHbIN Bo3pacT — 3-5 net (40,0%, ON: 11,8-76,9), ctapimi
LUKONbHbIN BO3pacT — 14-17 (40,0%, AW: 11,8-76,9). B nonosoi cTpykType npeobnaganu
(p<0,001) manbumkn (80,0%, IN: 37,6-96,4). Hozonormnyeckan CTpyKkTypa BKtoyana 4 ge-
Ten (80,0%, [IN: 37,6-96,4) C aHrMAPOTUYECKON SKTOAEPMAIbHOM Anchinasuneri, 1 pebeHka
(20,0%, AW 3,6-62,5) c ruppoTmnyeckon popmoit 3aboneBaHuA.

Mpu npoBefeHnM 3KCNePTHO-PeabnNUTaLMOHHON ANArHOCTUKM BCEX JeTell KOHCYb-
TUPOBANVM BPay-NegnaTp C oLeHKo Gr3MUYeckoro pasBuTA, Bpay — CTOMaTONOr JETCKUN
C OLEeHKOW NIOKanbHOro cTaTyca, OTpa<aloLllero aHaTomuuyeckoe n QyHKLUOHanbHoe
COCTOAAHME YesNIICTHO-NNLEBOM 06M1acT! 1 3y6OUYeNtoCTHON CUCTEMbl (@aHaTOMUYECKMX
nedekToB 1 gedopmaunii YentoCTHO-NMLEBOM 0bnacTu, 3y6HbIX Ayr 1 PAROB, KOHTaKTa
mMexzay 3ybamu-aHTaroHncTamu 13 Yncna pesLoB 1 KNbIKOB U Ap.), Bpay — CTOMaTosor-op-
TOLOHT C OLIEHKOWN HYKAaeMOCTN B MeTOAaX XMPYPrnyeckoro n OpTogOHTUYECKOrO fleye-
HWA, Bpay-HEBPOJSIOr, Iorones, NCUXonor. Takke 3aKOHHbIM MpeACcTaBUTENAM NauneHToB
NpefoCTaBAANNCh Pe3ynbTaTbl KOHCYNbTaLMW Bpaya-reHeTunKa.

Mpu npoBefeHNK oLeHKN GYHKLMOHUPOBaHUA ¢ no3numm MKO gna kaxgoro pebeHka
COCTaBAANUCb UHAMBUAYaNbHble NPodunN GYHKLUMOHMPOBAHMA NO CelyoWum pasje-
nam knaccmoukaumm: «QyHKL MM opraHmnamar (bxxx — Kateropusa gomeHa ¢ nosmuun MKO),
«CTpYyKTYpbl OpraHmn3ma» (sxxx), «<AKTMBHOCTb 1 yuyacTume» (dxxx), «DakTopbl OKpyatoLLel
cpeapbi» (exxx).

OueHKa KauyecTBa »WU3HM MaLMEHTOB NPOBOAMMACb C MCMONb30BaHNEM MeXAYHa-
ponHon wkanbl PedsQL 4.0 (Banuan3npoBaHHOI PyCcCKOA3bIYHON BepCUN) 1 ee Mogynen
ONA fetein cnepyowmx BO3pacTHbIX rpynn (2-4 roga, 5-7 net n 13-18 neT), cocToAwmX 13
cnepyolmx pasaenos: ¢pusmyeckoe GyHKLMOHMPOBaHME — 5 BOMPOCOB, SMOLMOHaNbHOe
byHKUMOHMpoBaHMe — 4, coumnanbHoe GyHKUMOHMpPOBaHMe — 3, ponesble (WwKona / get-
CKnin cag) — 3 Bonpoca.
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MeauLmMHCKMe 1 colmanbHble acnekTbl, BAMALWME Ha GOPMUPOBAHUE MHBANIMAHOCTH
N KauyeCTBO XKM3HW Y JleTell C SKTofepManbHOM gucnnasmen

Cratctnueckas obpaboTka pe3ynbTaToB MCCeoBaHNA NPOBOAMIACH C UCMOMb30Ba-
Huem VassarStats: Website for Statistical Computation. OcHoBHble noka3saTenu onucatesb-
HOW CTaTUCTUKK, UCMOMb3yemble B UCCEf0BaHMMN: abCONIOTHOE YMCIO, OTHOCUTENbHAA
BeINYMHA B NpoLeHTax, 95% JosepuTenbHbln nHTepsan (W) — ana nokasatenen, xapak-
Tepur3yLWNX KayeCTBEHHble NPU3Haku; megmnaHa (Me), HXHMI (Q1) 1 BEPXHUI (Qs) KBap-
TN — ONA NOKa3aTenen, XapakTepm3yoLmxX KONMYeCTBEHHbIE MPU3HaKMU.

B PE3YNbTATbl U OBCYXOAEHNE

CneKTp KNMHNYECKMX NPOABNEHNIN SKTOAepPMaNibHOM ANCNIa3nn BapbMpOBan B 3aBU-
cMMOCTU oT Bufa (Tabn. 1). Y Bcex geten (100,0%, AN: 56,6—100,0) oTmMmeyanca runo- unm
aHrMgpo3 C HapyLleHeMm NOoToBblAeneHus, rmnoTpuxos (13 Hux y 60,0%, AN: 23,1-88,2 -
TOTasibHaA anoneunsa) n Kcepos. MNoJoHTMA AN ONUIOAOHTMA BCTpeyvanach y 4 (80,0%,
[W: 37,6-96,4 oT obuiero uncna petei) geTen C aHrMapoTnieckon Gopmon sKToaepmalib-
How gucnnasuu, y 1 pebeHka ¢ rugpoTryeckon GopMor oTMeUannch ToSIbKO aHOMasbHble
dopmbl 3y6oB. CrieflyeT OTMETUTb, UTO y 3 fieTell C ONUIofOHTUEN OTMEeYanocb Hannume
TONbKO: B 1 CNyyae — 2 NOCTOAHHBIX 3y60B (B Bo3pacTe 14 neT), 2-m cnyyae — 4 NOCTOAHHbIX
3y6oB (B Bo3pacTe 17 nert), 3-M ciyyae — 7 MOSIOYHbIX 3y60B (B Bo3pacTe 4 roga).

Haunbonee yactbimm (60,0%, OW: 23,1-88,2) accoummnpoBaHHbIMK (CONMYTCTBYIOLLMMM)
3aboneBaHVAMY ABAANNCH XPOHUYECKUI CY6- Unun aTpoprUecKnin pyuHUT U peLanBupy-
oLre NHGEKUNN HUXHUX AblXaTeNbHbIX NyTen. [pu 3TOM XpoHUYeCKun cy6- unu atpo-
buruecknii puHNUT BCTpevanca y aetell 6onee ctapliero Bo3pacTa, a peuuansupyoLyme
NHOEKLMN HYXKHIUX LbIXaTeNbHbIX MyTen — MAajLLero, 4to, BepPOATHO, CBA3aHO C rmnonsa-
3nel CIM3UCTbIX Kenes AbixaTenbHbIx nyTen [19].

Mo pe3ynbTaTam 3KCNepTHO-peabuNUTaLMOHHON [UArHOCTUKN y AeTell C 3KTomep-
MasibHOW Aucnnasuver 6binn onpegeneHbl HapylweHNa GyHKLUM OpraHoB 1 CUCTEM opra-
HU3Ma 1 OrpaHNyYeHnA KaTeropnin Xn3HegeaTeNbHOCTM, KOTOpble NPUBOAUAN K YCTaHOB-
NEeHNIO KaTeropun «pebeHoK-nHBanma» (puc. 1).

Ta6bnuua 1

KnuHnyeckne npusHaku 3KTogepmManbHON ANCNAasuM y NcciefoBaHHbIX geTteit (n=5)
Table 1

Clinical signs of ectodermal dysplasia in studied children (n=5)

KnuHnyeckmne npusHakmn Konuuecrso
A6c. |% an

Tunornapos, aHrnapos 5 100,0 56,6-100,0
[MnoTpnxos, aTpnxo3 5 100,0 56,6-100,0
3 HUX: TOTaNbHas anoneuns 3 60,0 23,1-88,2
Kcepo3s 5 100,0 56,6-100,0
HapyweHvie notootgenexmns 5 100,0 56,6-100,0
[MNOAOHTWA, ONUIOAOHTUA 4 80,0 37,6-96,4
Henopassutme BepxHen n/unm HUKHen Yentoctin 4 80,0 37,6-96,4
JlapOHHO-NOAOLWBEHHbIV KepaTo3 3 60,0 23,1-88,2
HapyLweHwne Tepmoperynaunu, runeptrepmma 3 60,0 23,1-88,2
AHomanbHasa popma 3y6oB 3 60,0 23,1-88,2
MepropbuTtanbHas 1 nepriopanbHas NArMeHTaLus U UCTPObUA KOXU 2 40,0 11,8-76,9
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OrpaHuyeHe cnocobHOCTU K TPYAOBOIA
LeATeNbHOCTM

OrpaHuyeHrie CnocobHOCTU K BeayLLen
BO3PACTHOW AeATENbHOCTM

OrpaHnyeHve CNoCco6HOCTM K CaMOOﬁCﬂy)KVIBaHVIIO

HapyweHunsa GyHKLUiI 06MeHa BELLEeCTB 1 SHepruun

HapyLueHve dyHKUMIA nuLeBapeHna

HapyLeHre pyHKLMIA BbifeneHns (Koxu)

0 10 20 30 40 50 60 70 80 90

Puc. 1. YaenbHbii Bec HapyweHuit yHKUMI? OpraHoB 1 CMCTEM OpraHn3mMa 1 orpaHNyYeHnin Kateropmnin
XKN3HeAEATENbHOCTY, NPUBEALINX K YCTAHOB/IEHMIO KaTeropnn «pe6eHoK-nHBanna» y 5 geten

C 3KTOAEepManbHON gucnnasmven, %

Fig. 1. Specific weight of body functions and systems impairments and limitations of life activity
categories that led to categorization as "disabled child" in 5 children with ectodermal dysplasia, %

C uenbto onpefeneHnsa KpUTepueB, BAUAIOWMX Ha GOPMUPOBAHNE WUHBANTMAHOCTY
y LeTell C 3KTofepManbHOWN Aucnnasuvers, 6biny cocTaBneHbl nHAMBUAYanbHble MKO-
npodunu. B Tabn. 2 ykasaHo, Uto oueHKa GpyHKLMOHUPOBaHUA ¢ nosuuun MK® nosso-
nvna onpegenutb, yto y 100,0% (OW: 56,6-100,0) feTtelt ¢ aKTOAEPManbHON Ancnnasnen
Hapywanucb cnegytolme GyHKLUN opraHndma: GyHKUUM TONepaHTHOCTY K Gr3nyeckon
Harpy3ke (b455), 3awmtHble dyHKUUN Koxn (b810), penapaTrBHble dyHKUMK Koxu (b820)
n ¢yHkumm Bonoc (b850). Y geTeit NnpenfoLWKONIbHOIO U AOWKONbHOIO BO3pacTa 3Hauu-
MbIMU TaKXKe ABMAMANCL HapylleHusa GyHKUmMI Tepmoperynauun (b550), a y peteln ctap-
LIero LWKOJIbHOrO BO3pacTa — HapyleHusa oyHKUMiA nprema HyTpueHToB (b510): b5101
KycaHusa, b5102 »xeBaHus, b5103 06paboTkm nuwm Bo pTy. Kpome Toro, y 80,0% (OWN: 37,6—
96,4) petel Habnopanucb HapylweHua GyHKUMN apTukynauumn (b320). JaHHble HapyLe-
HUA GYHKLUA opraHn3mMa 6binm 06ycnoBieHbl BO3HUKLLUMY HapYLIEHUAMU CTPYKTYpP Op-
raHusma (100,0%, [N: 56,6-100,0): s3200 3y608, s810 KOXXHOro NOKpPoBa, 8200 NOTOBbIX
»enes, s840 sonoc (tabn. 3).

Mmetowmeca BcneacTsrie aKToAepManibHOM AMCnNasnm HapyLweHna GyHKUMIA 1 CTPYK-
Typ opraHu3ma c nosuvuun MKO npusoamnnu y getein K 3aTpygHEHUAM peann3auumm no
MK®-kaTeropnam goMeHOB «AKTUBHOCTb U yyacTue». Bce feTn ncnbitbiBanu 3aTpynHe-
HusA B 6ere (d4552) 1 3aHaTUAX cnoptom (d9201) HapaBHe CO 340POBbIMM CBEPCTHUKAMU
(tabn. 4).Y 60,0% (OW: 23,1-88,2) feTel TakKe MMeNUCb 3aTPYAHEHUA B yYacTUN B aKTUB-
HbIX OpraHn3oBaHHbIx nrpax (d9200), y 40,0% (OW: 11,8-76,9) — B nepefiBUMXeHUN BHe CBO-
€ro JoMa 1 BHe pyrux 3gaHui (d4602),y 20,0% (OW: 3,6-62,5) — B 3aHATMAX NPeAMETHON 1
ClOXKeTHO-posieBoi nrpoi (d880). YkasaHHble 3aTpyaHeHWA 6bliv Bbi3BaHbl HAPYLLIEHUAMY
TepMoperynauum 1 NOTOOTAENEHNA, KOTOPble NPUBOAMAN K NOoAbemMaM TemnepaTypbl OT
37,5 °C v BbiLe, 0OMOPOYHbBIM MU NPeSoOMOPOYHbBIM COCTOAHMAM NPU BbINOTHEHUN YKa-
3aHHbIX BUOB AeATeNIbHOCTY WU NPebblBaHMMN Ha OTKPLITOM BO3ZYXE WU B MOMELLEHNN
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Ta6nuua 2

HapyuweHusa ¢yHKumia opraHusma y 5 getei ¢ 3KkToaepmanbHoli gucnnasmeii

Table 2

Body functions impairments in 5 children with ectodermal dysplasia

MKO-KaTerop“w N Kopbl 1-5 net (n=3) 14-17 net (n=2) Bce Aetn (n=5)
AomeHa A6c¢. | % an A6c. | % an A6c. | % an
:jigfy”"”"'” MY 12 1667 [208-939 |2 1000 342-1000|4 |800 |37,6-964
b455 OyHKUMMN TONepaHT-

HOCTM K dU3nYeckon 3 100,0 |43,9-100,0 |2 100,0 |34,2-100,0 |5 100,0 |56,6-100,0
Harpyske

b5101 KycaHue - 0,0 0,0-56,2 2 100,0 | 34,2-100,0 | 2 40,0 |11,8-769
b5102 XeBaHune 2 66,7 [20,8-939 |2 100,0 |34,2-100,0 |4 80,0 37,6-96,4
o> 1;?,06“60“3 o0 |00-562 |2 1000 |34,2-1000 2 |400 | 11,8-769

b530 OyHKUMM coxpaHe-

1 333 |6,2-79,2
HVA Maccbl Tena

—

500 [95-906 |2 40,0 |11,8-76,9

bS50 DynkuMnTepMOPe- |3 11000 (4391000 - |00 |00-658 |3 |60,0 |23,1-882
rynauumv

b5550 yHKuMM MONOBOTO |4 | 333 |69 795 |_ |00 |00-658 |1 |200 |36-625

co3peBaHuA

ES)LOM%”“"T”"'G byHkumM | 514000 |43,9-1000 |2 |100,0 |34,2-1000 |5 | 1000 | 56,6-100,0
b820 Penapatuehbie dyHK- | 3 | 1600 1439-100,0 |2 | 100,0 |342-1000|5 | 1000 |56,6-100,0
LN KOXKN

b850 DyHKLMM BONOC 3 1000 |439-1000 |2 [100,0 [342-10005 [100,0 |56,6-100,0
b860 DyHKLMM HOFTelt 1 1333 [62-792 |- |00 |00-658 |1 |200 |36-625

B Tensioe Bpems rofa (npu Temnepatype Bo3ayxa oT 24 1 Bbile). Takxe Y L, JOLWKONb-
HOro U WKonbHoro Bo3spacta (80,0%, [W: 37,6-96,4) BO3HMKann 3aTpyAHEHMA B Nprieme
nuww (d550) BBUAY TOro, UTO ABOE AeTell UMeNIV BO3MOXHOCTb XXeBaHUA TOSIbKO MATKON
NMLWK NOCPeACTBOM ee pa3fiaBfvBaHNA leCHaM1 BCNeACTBYE aleHTUMN U OTCYTCTBUA KOH-
TaKTUPYIOLLMX OKKJTIO3MIOHHbIX MOBEPXHOCTEN MPEMONAPOB 1 MOMAPOB, a BOE — »KeBaHWA
MAOTHOM MULLM 33 CYET HAMPAKEHNA KEBATENbHbIX MbILIL, 1 MbILIL, NOABA3bIYHON 0bna-
CTW, MbILUL, WeW, FONoBbl U YCUNEHHbIX ABMXKEHWIA B BUCOUYHO-HUMHEUENIOCTHOM CyCTa-
B C yBENMYEHVEM ONUTENbHOCTU XeBaTeNbHOTO UMKa 1 BpeMeHy npebbiBaHUA NuLm

Ta6bnuua 3

HapyweHns cTpyKkTyp opraHnsma y 5 geTeii € SKTogepmanbHOi ancnnasnen

Table 3

Body structures impairments in 5 children with ectodermal dysplasia
MK®-kaTeropuu n Koabl LOMEHOB Konuuecrso

A6c. | % an

532000 MosouHble 3y6bl 2 40,0 11,8-76,9
532001 lNocToAHHble 3y6bl 3 60,0 23,1-88,2
543010 bpoHxunanbHoe fepeBo 3 60,0 23,1-88,2
s810 CTpyKTypa KOXHOro Nokposa 5 100,0 56,6-100,0
58200 lNoToBble Xene3bl 5 100,0 56,6-100,0
s830 CtpyKTypa Horten 1 20,0 3,6-62,5
5840 CTpyKTypa BOSIOC 5 100,0 56,6-100,0
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Ta6bnuua 4

3aTpyAHeHus peannsauun no pasgeny <AKTUBHOCTb U yyacTtue» ¢ nosuuun MKO y 5 peteii

C 3KTOAEepManbHol gucnnasuen

Table 4

Difficulties in performing the section "Activity and Participation" from the ICF position in 5 children
with ectodermal dysplasia

MK®-KaTeropuu vl Koabl JOMEHOB Konuuecteo

Abc. | % an
d330 Peub 1 20,0 3,6-62,5
d4552 ber 5 100,0 56,6-100,0
d4602 MNepeaBux<eHNe BHe CBOETo JOMa ¥ BHE APYTUX 30aHNIN 2 40,0 11,8-76,9
d550 Mpriem nuwm 4 80,0 37,6-96,4
d570 3a6oTa 0 cBOeM 3L0pOBbe 3 60,0 23,1-88,2
d816 [lowKonbHas *13Hb 1 06LeCTBEHHAA AeATeNIbHOCTb 3 60,0 23,1-88,2
d840 MoparotoBKa K NpopeccroHanbHON feATeNbHOCTY 2 40,0 11,8-76,9
d880 3aHsaTrA nrpon 1 20,0 3,6-62,5
d9200 Urpbi 3 60,0 23,1-88,2
d9201 CnopTt 5 100,0 56,6-100,0

B MOJIOCTU pTa BC/IEACTBME CHUPKEHWA MIOLWAAM KOHTAKTUPYIOLWNX OKKIO3MOHHbIX NO-
BEPXHOCTEN NPEMONAPOB 1 MOMAPOB.

Bce onucaHHble 3aTpyAHEHUA 3HAUNTENBHO YXYALLAAN KaYyeCTBO XM3HU AeTel B aHa-
nusnpyemon rpynne (puc. 2). B xoge nccnepoBaHnsa 6bl1 BbIABEH WAPOKNIA AMAMNA30H
pa3bpoca 3HaueHui ¢usnveckoro (75,0 6anna, 56,3-87,5), samoumoHanbHoro (75,0 6an-
na, 70,0-90,0) u coumanbHoro (75,0 6anna, 55,0-80,0) pyHKLMOHUPOBaHUS MO LIKase
PedsQL 4.0. Bbicokuin ypoBeHb GYHKLMOHMPOBAHKA OTMEYasCs TONIbKO MO LuKane pose-
BOro QYHKLMOHMPOBAHMA (KM3Hb B LUKOMe / AeTCKOM cafy), KOTOpoe 6blio OLeHEHO Y
3 feTe, nocelaoWxX yupexaeHusa obpasosaHus (95,0 6anna, 80,0-95,0). CnegyeT oTme-
TUTb, UTO UeM MJlagLue Obin pebeHOK, TeM HUXKe BbISIo ero GpU3nYeCcKoe, SMOLIMIOHANIbHOE U
coymanbHoe GYyHKLNOHUPOBaHHMe.

100,0

- s
80,0 - °

70,0 < > o X A
60,0 ° x

50,0 J— ° L

40,0 J—

30,0

Dusnyeckoe OMoLMOoHaNb- CouymnanbHoe Ponesoe ¢pyHK- TMcuxocoumanb- Obuiee GyHK-
GYHKUMOHMPO-  HOe GyHKLMO-  QYHKLMOHMPO- LMOHWPOBaHMWE HOe GYyHKLUMO- LMOHMPOBaHMe
BaHue (n=5) HUpOBaHne BaHue (n=5) (n=3%) HYpOBaHMe (n=5)
(n=5) (n=5)

Puc. 2. OyeHKa KauecTBa XUNU3HU Y 5 feTen c sKToAepManbHol gucnnasveii no PedsQL 4.0
Fig. 2. Assessment of the quality of life of 5 children with ectodermal dysplasia using PedsQL 4.0

I'IpmmeuaHme: * petn, nocewatwlyme yupexaeHna o6pasoBava.
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MakTOopbl OKpYKatoLein cpefbl GOPMUPYIOT YCNOBUA XKMU3HN pebeHKa, TeM caMbiM BO3-
LencTByA Ha ero pyHKUMOoHUpoBaHue. Obnervatowme GakTopbl — 3T0 GakTOpbl, KOTOPblE
ynyuwatoT GYyHKLMOHNPOBaHME 1 YMEHbLUAIT OrpaHuyeHne XunsHepeAatenbHoCTH, Ga-
pbepbl — AUMUTUPYIOT GYHKLMOHNPOBaHME 1 MPUBOAAT K OrPaHUYEHUAM XU3HeaeATesNb-
HocTu. B xope nccnepgoBaHna GyHKLMOHMPOBaHWA AeTeli-MHBaNMAOB C SKTOAepPManbHOM
pucnnasuen 66111 npoaHany3npoBaHbl GaKkTopbl OKpY»KatoLLen cpefpbl.

KomneHcauusa yKasaHHbIX HapyLeHnn GyHKLUMUIA opraHnu3mMa 1 3aTpyaHeHN akTUBHO-
CTV M y4acTuA C Lenblo ynyulleHra o6Lero KauecTsa *m3Hu (obuiee GyHKLMOHMpPOBaHME)
OCyLLIeCTBAANACh CNefyoLMMM OCHOBHBIMW U3AENUAMM U TEXHONOTMAMMN ANA INYHOTO UC-
Nosib30BaHMA B KaXKA0AHEBHOW XM13HU (e1150): KOHAMLMOHEPaMM NN CIINT-CUCTEMAMM
ONA OXNaXKAEHUA 1 YBNAaXXHEHUA BO34yXa B MOMeLLeHW, CPeacTBaMn ANA YBaXKHEHUA
KOXM, MPYMEHAEMbIMIN HECKONbKO pa3 B AeHb ANA YMeHbLUeHNA ABNEHN KCepo3a; SMO-
LMOHaNbHOro GYHKLUMOHUPOBAHUA — HOLLEHNEM MapUKOB AN COKPbITUA TOTabHOWM ano-
neyumn (tabn. 5).

Ha momeHT nccneposaHua 2 petam (40,0%, IN: 11,8-76,9) yxke 6bino npoBeaeHo nNpo-
Te3snpoBaHue 3y6oB (e1151 BcnomoratenbHble 13genusa v TeXHONOrUK ANA JINYHOTO UC-
MoNb30BaHUA B KaXJOAHEBHOW »KN3HW — CbeMHble 3y6Hble npoTe3bl), a ewe 2 (40,0%, AN:
11,8-76,9) nnaHnpoBanocb NpoBefeHne OPTOLOHTMYECKOTO NIeYeH A N MPOTE3NPOBaHMA.

BaHbIM acnekToM Npu NpoBefeHNM MeLUKO-COLMaNbHOM SKCNEePTU3bl AeTeN, 3HAUM-
TeNbHO BAUAIOLWNM Ha KaueCTBO XU3HU NPU AOCTUPKEHUN VMW COBEPLUEHHONETUA, ABNA-
eTcsa npodeccrmoHanbHaa opueHTauus. Mpu npodnonbdope n npodeccroHabHOM KOH-
CynbTUPOBaHWK Npu Bbibope npodeccum (CneurnanbHOCT) L, C SKTOLEePManbHON AnC-
nnasuen, [OCTUrLWINX Bo3pacTa 14 neT n cTapLie, Heo6xoANMO YyUnTbIBaTb Takol GpakTop
yuebHO-NPOr3BOACTBEHHON cpefbl NPy 0byYeHUn 1 NPON3BOACTBEHHON cpefibl Ha Oy-
aylwem pabouem mecTe, Kak MUKPOKIMMAT NPOU3BOACTBEHHbIX U ODUCHBIX MOMELLEHNI,
3Ha4yeHUA NapameTpoB TemnepaTypbl BO3AyXa, KOTOPble He AOMXKHbI NornagaTb B Anana-
30H 3a Npegenamu onTMManbHbIX BEINYMH KaK AJ1 XONOAHOrO, Tak 1 AndA Tensioro nepuo-
[a ropa (B 3aBMCUMOCTY OT KaTeropum pa6oT). C yueTom TOro, UTo laHHasa Kateropumsa nu

Ta6bnuua 5

O6neryvatowe pakTopbl OKpy»KaloLLeil cpefibl y 5 AeTell C SKToAepManbHOI Aucnnasuein
Table 5

Environmental facilitators in 5 children with ectodermal dysplasia

Konunuectso
MK®-KkaTeropum n Kogbl LJOMEHOB

A6c. | % an
e1100 MpoayKTbl NUTaHNA (AeTCKMe Niope, AeTCKNE MACHbIE KOHCePBbI) 2 40,0 11,8-76,9

€1150 OCHOBHblE M3AeNnA 1 TEXHONOMMW AN1A IMYHOIO UCNOSNb30BaHNA B
Ka}[OAHEBHOW XM3HW (KOHANLMOHEPbI, CNANT-CUCTEMbI, MaPUKKY, yBRaxHA- | 4 80,0 37,6-96,4
e Kpembl 1 ap.)!

e1151 BcnomoraTenbHble N3genns 1 TeXHONOrnn afis IMYHOro NCMosib30Ba-
HUA B Ka>KAOAHEBHOW XMN3HU (CbeMHble 3yOHble NpoTe3bl)?

2 40,0 11,8-76,9

MNpumeyanua: ! o60pynoaaHV|e, n3penva n TeXHONOoruu, Ucnonb3yemble Nioabmn B X KaXXAOAHEBHOWN AeATeNbHOCTW, Hanpwu-
Mep, oaexnaa, TeKCTuIb, mebenb, ﬂpl/lCI'IOCOﬁﬂeHl/lﬂ, qyncTAamre cpeacTesa  NHCTPYMEHTbI, HeaAanTUpPOBaHHbIE UK CneunanbHO
pa3pa60TaHHb|e, 3a UCK/IOYeHneM TeX, KOTopble COOTBETCTBYIOT OnpeAeneHHOMY BO3pacTy, HanpumMmep, NpuHagnexXHocTn ana
neten; ? afanTMpoBaHHOE NNn cneunanbHoO pa3pa60TaHHoe oGopynosaHme, N34enna n TeXHONOrnn, KOTopble MOMOratoT NTIoAAM
B KaX[OHEBHON WN3HW, Hanpumep, NPoTe3Hble N OpTe3Hble yCTpOVICTBa, HeBpasibHble NPOTe3bl (yCTpOVICTBa d)yHKLlI/IOHaHbHOl?I
CTUMYNALNN, KOTOPbIE KOHTPONTNPYIOT KULLEYHUK, MoueBon ny3blpb, AblXaHne n ceppAeyHbIn pl/ITM) n yCTpOl?lCTBa, KOHTpOAupyto-
e oKkpyxatoLlyto cpeny, npeaHasHa4yeHHble anAa obnerueHus ynpasneHusa 4en0BeKOM (MHAMBUAOM) cpepon obuTaHuA B npe-
Aenax goma (CKaHepr, CNCTEMbBI ANCTAaHUMOHHOTO ynpaBneHnA, CUCTeMbl FOSIOCOBOTO ynpaBneHusa, nepexkntovatenn TaVIMepOB).

240 "Pediatrics Eastern Europe’, 2024, Volume 12, Number 2



OpurnHanbHble NCCNefoBaHUA .
Original Researches

NoABEPXKEHA XPOHNYECKM 3a60SIEBAaHUAM BEPXHUX U/UV HUXKHUX AbIXaTeSIbHbIX MyTeN,
NOCTOAHHOWN CYXOCTU KOXKHbIX MOKPOBOB, TO MPU NPodeCccroHanbHOM OpueHTauum cTout
npeaycMaTprBaTh Takke Npodeccn 1 cneumanbHOCTH, NCKYaLWme aspo3onm npe-
MMyLLECTBEHHO GUOPOreHHOrO 1 CMELLAHHOIO TUMa AeCTBUA, HEKOTOPbIE XUMUYECKNE 1
6rionornyeckne GakTopbl MPOV3BOACTBEHHON Cpefpl. YKa3aHHble napameTpbl OyayT Bn-
ATb Ha TaKylo KaTeropuio AoMeHa no pasgeny «AKTMBHOCTb 1 YUacTrie», Kak NoAroToBKa
K npodeccnoHanbHom gestenbHocTy (d840), a paboTHMKM ApYTrMX NpodeccroHanbHbIX
cdep (€360) npu npoBefeHUM NPOPeCcCroHanbHON opueHTauuy 6yayT ABNATbCA obner-
yaloLWUM GaKTOPOM y ieTell C SKToAepMasibHON Anchnasuen, AOCTUNLNX BO3pacTa 14 net
n cTaplue.

B 3AK/TKOYEHUE

DopmrpoBaHMe MHBANUAHOCTY N CHXKEHME KauecTBa XM3HY (Mo Gpr3myeckomy, smo-
LMoHanbHOMYy 1 coLmanbHOMy GYHKLMOHMPOBAHMIO) y ieTel C SKToAepManbHO aucnna-
3uen obyc/IoBNEHO NaToreHeTUYeCcKMMM ocobeHHoCTAMN 3aboneBaHnA, KOTOpoe NPUBO-
OUT K HapyleHuio oyHKUMIA Kycanua (b5101), xeBaHua (b5102) n o6paboTku nuwwm Bo
pTy (b5103), a TakXe K HapylweHuto GyHKUMin Bonoc (b850), Tepmoperynauun (b550), To-
nepaHTHOCTY K dusmyeckon Harpyske (b455), 3awmTHbix (b810), penapaTnBHbIX GYHKLMIA
Koxu (b820), uto BbI3bIBaET 3aTpyAHEeHNUA B Npreme nuwm (d550), B 3aHATUAX NpeameT-
HOW 1 ctoxeTHo-ponesol nrpori (d880), B yuacTum B aKTMBHbIX OPraH/30BaHHbIX Urpax
(d9200), B nepenBuMeHUN BHe CBOETO AOMa 1 BHe Apyrux 3gaHuii (d4602), B 6ere (d4552),
3aHATUAX cnopTom (d9201) 1 noaroToBke K NpodeccnoHanbHom aeatenbHocTy (d840) ¢
nosnumn MK® HapaBHe €O 300POBbIMY CBEPCTHUKAMU.

K dakTopam, ynyyLaoLmm KauecTBo »*MU3HU 1 obneryatowym Bo3HKaloLwme 3aTpya-
HeHVA aKTMBHOCTM U yyacTua y AeTeN-MHBaNMAoB C SKTOoAepMasnbHON Aucrnnasnen, oT-
HOCATCA Pa3fMyHble OXNaXKAaloLme 1 yBRaxHALMe BO34yX B MOMELLEHMNM TEXHONOrnK,
CpeqncTBa AnA yBNaXHeHNA KOXW, NapuKmM, CbemHble 3yOHble npoTesbl (e1150, e1151), a
TakXe CBOEBpPEMEeHHas NpodeccMoHanbHaa OpueHTauua, NpoBoauMas PaboTHMKaMK
Apyrux npodeccroHanbHbix cdep (e360).
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