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AETCKOMN YeNoCTHO-NNULEBOW XUPYPrUM U UMNITAHTONIOTUM.

HECOBEPLUEHHbIN QEHTUHOIEHE3, KAK PASHOBUOHOCTb
HECOBEPLUEHHOIO OCTEOIEHE3A: OB30P JINTEPATYPbI

AHHOmMayus

HecosepuwerHbili ocmeozeHes sienisiemes HacnedcmeeHHbIM 3abonesaHueM. [lpu HacnedcmeenHoU namornoauu,
B03MOXHO, U3Haya/bHOE HapyweHue npoyeccos Kocmeobpa3ogaHusi. 3mo MOXem npueecmu K 3HayumesbHbIM
U3MEHEHUSIM 8 ewé He ChopMUpPOBaHHOL KOCMHOU MKaHU, Ymo Xxapakmepu3yemcs, 0Cmeonopo3oMm U, enocredcmeuu, €20
HeobpamuMbIM OCIIOXHeHUeM — Oecmpykyueli KocmHoU mkaHu [4]. Omo cocmosiHue MOXHO npocredums 8 KINUHUYECKUX
nposieneHusx psda cuHOPOMO8, IHOOKPUHHBIX HaPyWEHUSIX U HEKOMOPbIX HacedCmBeHHbIX 3ab01e8aHusIX.

B npakmuke demckoz0 cmomamornoza ecmpeyaemcsi makoe 3abonegaHue Kak HECOBEPWEHHbII OeHMUHO2EHE3,
CONPSKEHHbIL C HECOBEPLUEHHBIM OCME02EHE30M U Xapakmepu3yemcs memu Uy UHbIMU HapyWeHUsMU 8 KOCMHOU mKaHU
U, CO0MBEeMCMBEHHO, 8 3yboyentocmHol cucmeme pebéHka, Ha (hoHe 0CHO8HO20 3abornesaHus [6, 7].

[anHas cmambs 0aem 603MOXHOCMb NPOCTeOUMb NPOSIBIIEHUE HECOBEPWEHHO20 0OCMEo2eHe3a 8 3y604eTCcmHol

cucmeme y demed.

Kniovesble cnoea: HeCco8epleHHbIl  0CMeo2eHe3, Heco8epWeHHbIL O0eHMUHO2eHe3, 0Cmeonopos, CUHOpOMbI,

cmomamosioauyeckuti cmamyc.

HecoseplueHHbin  ocTeoreHes (HO)  (osteogenesis
imperfecta; rpey. osteon kocTb + genesis 3apoxaeHue,
NPOVNCXOXOEHWE; CWH.. BPOXOEHHAs IIOMKOCTb KOCTeW,
nepuocTanbHas  OUCTPOMS,  BHYTPUYTPOOHbIN  paxwT,
ocTeoncatupos, bonesHb Bponuka, 6onesHb NlobwreiHa)-
HacneAcTBeHHoe 3aboneBaHMe C  MPeUMyLLECTBEHHbIM
HapylleHWem npouecca KocTeobpasoBaHus, MPOSBMAHO-
Lyeecs reHepanu3oBaHHbIM OCTEONOPO30M, MSATKOCTBIO 1
MNOBLILIEHHOW MOMKOCTbIO KOCTei. B 3aBucumoct ot
TAXECTM  MaTonorMyeckoro  mpouecca, BpEMeHU
NPOSIBNIEHNST  KMWUHUYECKUX MPU3HAKOB BLIAENSIOT [Be
¢hopMbl: BpoxAeHHbIN W no3gHuin HO [5]. Ha npakTuke aTo
O3HauaeT, 4To pPebEHOK C CamMoro pPOXAEHUS MOABEPXKEH
YaCTbiM nepeniomam KOCTeW, KOTOpPble MPOUCXOAST Mpu
MWUHUManbHbIX BO3AENCTBUSIX U Aaxe B OTCYTCTBME TPaBM.
XoTs KrloyeBble MOMEHTbl - MaTonoruyeckast JIOMKOCTb
KOCTEl, HapylweHue pocTa, MbleyHas cnabocTb,
XapakTepHble — Ncuxonornyeckne  ocobeHHocT - 1
no3BonsoT 00bEAUHNTL 3TW 3aboneBaHWs B Tpynny, OHU
CYLLECTBEHHO pa3nuYaloTCs B MPOTHO3e M OTBETE Ha
neyvexue [1, 2].

HO cBsi3biBaloT C HapylweHusMn OenkoBoro wnm
MWUHEPanbHOro 00MeHa, CHUXEHUEM DYHKUMM
ocTeobnacTos unm MOBbILLEHNEM aKTUBHOCTM
ocTeoknactos. Mpu HO oTmevaloT HopmansHoe unn gaxe
MOBbILIEHHOE KONMYECTBO 0CTE0BIAcToOB U OCTEOLMTOB NpU
OBbIYHOM ~ KOMMYECTBE  OCTEKNACTOB,  AOCTATOYHYIO
MWHEPaNM3aLMI0 1 BbIPaXEHHYO 6a30dunnio OCHOBHOTO
BelleCTBAa KOCTM, YTO CBUAETENbCTBYET O HOPMarbHOM
pasBUTMM MPOLIECCOB PE30POLMOHHOTO  MOZENMPOBaHMS
koct. To eCTb pedb MOeT He 00 M3MeHeHusx
KONMYECTBEHHOTO COCTaBa KMETOYHbIX 3MEMEHTOB, @ O
Ka4eCTBEHHBIX COBUraxX WX (DYHKLMOHAMbHOWM aKTUBHOCTM.
Bonblwoe  konmyecTBO  ocTeobnacto,  obnagatowimx
BbICOKO NponudepaTUBHON aKTUBHOCTBIO, BblpabaTbiBatoT
Mano KOCTHOTO BellecTBa, ObICTPO npeBpallasicb B
octeouutsl [3, 15]. 3tum HO otnnyaetcs ot paxuta, npu
KOTOPOM, HampoTUB, Manoe KOnM4ecTBO 0CTeobnacTos
BblpabaTbiBaeT  3HAYMTENbHbIE  MacCbl  OCTEOMAHOM
cybcTaHUMM,  He  MOABEPrallencs  [OCTaTOYHOM
MWHepanu3auwu. Beicokas nponudepaTeHas akTMBHOCTb
ocTeobrnactoB  0BGYCMOBNMBAET XOpOLLEE  3aKUBMEHUE
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KoCTHbIX nepenomos npu HO. Tak, npu uccnegoBaHum
kycouka TkaHu pebpa 6onbHoro HO ¢ nmomoLlbto
TETPALMKINHOBON METKM YCTAHOBMEHO, YTO CKOPOCTb
(hOpPMMPOBAHMS KOCTW NpW AaHHOM 3abonesaHun B Tpu
pasa npesbllwaeT 0Bbl4YHYI, OQHAKO MOMepeYHbIi pasmep
pebpa ocTtaetca npu 3TOM B [ABa pasa MeHble
HOpManbHOro. JTOT (hakT CBMAETENbCTBYET O TOM, YTO
NpUHLUMNIUaNbHas BO3MOXHOCTb POCTA KOCTHOMO Cckeneta
npu HO He HapyweHa [9, 15]. B pesynbTate upeamepHoi
nogatnueocTu kocten yepena npu HO OHM He BAMAKOT Ha
POCT 3aKMIOYEHHBIX B HWX OPraHoB, NMO3TOMY MPOUCXOAMUT
YBENMWYEHME rNasHoro Abroka M Yepes pacTsaHyTy W
WCTOHYEHHYI0 CKIepy NPOCBEYMBAET ceTyaTka, npuaaioLlas
eil ronyboit OTTEHOK; BCrecTBME BOLSHKM HKEry[ouKOoB
YBENMWYMBAETCH Macca [FONOBHOTO MO3ra, YTO npuaaet
rorfioBe XapaKkTepHy'o LWapoBuaHyo dopmy. [iucrapmoHuen
poCTa KOCTHOTO Kapkaca BHYTPEHHEro yxa W OCTamnbHbIX
KOCTel Yepena oOBACHANM 1 pasBuTe NPOTPECCUPYHOLLEN
rnyxoTbl npu HO. 370 0ObSCHEHME OCHOBAHO Ha TOM, YTO
npu HO peyb upgeT o nokanbHOM HECOCTOATENbHOCTY
Me3eHX/MamnbHOM CUCTEMbl TONIbKO  KOCTHBIX  OPraHoB.
OpHako HekoTOpble — WccregoBaTenu  nokasanu,  uTo
HENOJTHOLEHHOCTb ME3EHXUMbI HOCUT TEHepani3oBaHHbIM
Xapaktep 1 nposienseTcs cnabon npogykumeil konnarexa
chmbpobnacTamu KoXu, CBA30K, 000N0YEK rnasHoro s6noka
u op. [58]. Takas nosvums no3sonsietT 06bLEANHUTbL
fonbluyio rpynny CUHAPOMOB W 3aboneBaHwit, B OCHOBE
KOTOPbIX NEXMT 0OLLMIA reHeTYeCKUit AetheKT Me3EHXMMbI
C MPENMYLYECTBEHHbIM  MOPAXEHWEM MPU  KAXKOOM
CMHOPOME TeX WM WHbIX €€ CErMEHTOB, - OCTEOreHes
HECOBEPLLEHHBIN, AecMoreHes HECOBEPLUEHHDIN,
XOHOPOreHe3  HecoBepLUeHHbI, MapdaHa  cuHapoMm,
LEHTUHOTEHE3 HecoBepLUeHHbIR. Cnabbiv 0OpasoBaHMeM
[EHTMHA B 3avaTkax 3y6oB npu HO obwbsicHsOT
HECOBEPLLEHHOE  pa3BuTME  3yBOB, O4YeHb  ObICTPO
noaBepraiolmxcs kapuecy. CoBpemeHHble WCCnenoBaHus
nokasanu, 4yto npu HO npoucxoguT HepocTaToyHas
BblpaboTka konnareHa. [pu HO  BbipabatbiBaroTCs
MPEeNMyLLECTBEHHO MPEKONMareHoBble BOMOKHA, KOTOpble
He NOABEPraloTCA CO3PEeBaHMIo, UMK KommareH ocoboro
Ka4yeCTBEHHOTO cocTaBa. [MCToXMMMYeckue nccnenoBaHus
CBWOETENbCTBYIOT O TOM, YTO KOM/areHOBbIE BOSIOKHA Mpu
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HO umetoT HeobbI4HO BbICOKOE COAEpXaHWe NponuHa 1 4to
Takol  KonnareH  yrHetaeT in  vitro  mpoueccsl
kanbLudukaLmm, XOTS OnpeaensiemMble CBETOONMTUYECKME
npoueccsl MuHepanusaumu koct npu HO ocrawotcs
HEU3MEHEHHBIE.

B ocHoBe 3aboneBaHuWs nexar  reHeTudeckue
HapyLUEeHsl, NPUBOLSALLME K HEJOCTaTOuHON BbipaboTke mnu
HapyLUEHWIO CTPYKTYpbI konnareHa | Tuna - ocHOBHOro benka
KOCTHOW TkaHW. BcrencTBue HeQoCTaToOuHOCTH 3TOro Benka
MMNOTHOCTb KOCTEM OKa3blBAETCH PE3KO CHUKEHHOW, 4TO
MPUBOAMT K 4YacCTbiM Mepenomam, HapylleHWo pocta U
OCaHKM, pa3BUTMEM  XapakTEPHbIX WHBANWUAU3MPYHOLLUX
aechopmaLmnin 1 conyTCTBYHOLMM Npobremam, BKIYaLOLLM
AblxaTerbHble, HEBPOMOrMYeckue, CepaeyHble, MoYeyHble
HapyLLeHusl, NOTEPHO criyxa 1 npoyee. Mpu HeKOTOPbIX TUNax
M NOATMNAX  OTMEYaeTCqd  TaKkKe  HECOBEPLUEHHbIV
LEHTVHOTEHE3 - HapylueHne (hopMupoBaHmus 3y6oB. Kpome
TOro, YacTto Habniogaetcs obecupeumBanue OenkoB rnas,
TaK Ha3blBaeMble «ronybble CKIepbIy.

Jetv ¢ HO B uenom OTAMYAKOTCA LEMKUM YMOM,
9MOUMOHANBHOA  NabWNbHOCTBIO,  KPeaTMBHOCTHIO U
LieneycTpeMnéHHOCTbIO, 0fHaKo NcUXonornyeckoe
COCTOsIHWE, Pa3BUTOCTb UM MOTUBUPOBAHHOCTb KaXdoro
oTgenbHoro peGéHka CUNMbHO 3aBUCMT OT ODCTAHOBKW B
cembe. [MpuMepHO B NONOBUHE CEMEN, rae pacTyT OeTu ¢
HO, Habntopatotcs necuxonoruyeckue npobnembl pasHom
CTENEHW BbLIPAKEHHOCTW, YTO CEepbE3HO BMMSET Ha
YCNELHOCTb NeYeHus.

B HacToswmin MOMEHT onucaHo Bonblue AecATW TUMOB
HO, nepeble nNATb W3 KOTOPbIX  PacnpoCTPaHEHbI
3HauMTENbHO yalle W nepegalnTcs MO ayTOCOMHO-
LBOMUHAHTHOMY Tuny. [Ins HEKOTOPbIX TUMOB CyLIECTBYET
reHeTMYeckass [OWarHoCTWKa, OfHAKO yalle [AuarHo3s
CTaBUTCS HAa OCHOBAHUW KIMHUYECKMX NPWU3HAKOB. [ns Bcex
TUMOB C  YCTAHOBMEHHOW  FEHETUYECKOW  MOSTIOMKOM
BO3MOXHA  MpeHaTanbHas  AMarHocThka,  OAHako
MeaNLMHCKUM nokasaHuem ans npepbIBaHus
GEepeMeHHOCTM MOXET CIYXUTb TONBKO AMarHOCTUPOBaHME
HO Il Tuna - camoro TSXXENoro 13 BCEX.

Hanbonee BnarononyyHeimM TeyeHnem otnmyaetcs HO
| Tvna. OH 06ycnoBneH KOMWYECTBEHHBbIM HEJOCTAaTKOM
copmupytolero  koct benka, Torga kak npu  BCex
OCTanbHbIX TUMaX BO3HWKAKT KAYECTBEHHbIE HAPYLIEHNS.
Haxe npu otcyTcTBMM NeveHus nogu ¢ | Tunom HO vacto
BbIPACTalOT OTHOCUTENBHO 340POBbIMMU, 3aBOAAT CEMbU W
poXalT feTen, kaxablil u3 KoTopbix UMeeT 50%-Hbik
LaHC POAMTLCS C TakuM xe 3abonesaHuem. WHorga oHu
y3HalOT O CBOEM 3aboneBaHuW, TOMbKO MPMBOZA Ha
puarHoctuky pebéHka. /3BeCTHbl He TOMbKO CEMbM, HO
paxe noceneHus, B kotopelx HO | Tuma BcTpevaetcs
3HaUNTeNbHO yalle, Yem B nomynauyun B Uenom. [pu
apeksaTHoM neveHun getn ¢ HO | tuna, nmpaktuyeckn,
HAYEM He OTNMYalTCA OT 3A0POBbIX, M Jaxe MOryT
NPeBOCXOAMTb WX B CNOpTe.

BTopoit Tvn, HaNpPOTKB, Camblil TAXENbIN 1 Ha3blBaAETCA
«neTanbHbIM nepuHatanebHeiM HO». OH oBycroBneH kak
HexBaTkoW konnareHa | Twna, Tak ¥ HapylleHuem ero
cTpykTypsl. bonee 60% petert ¢ HO Il Tmna ymupaiot B
nepsble 24 yaca xwm3Hu un 6onee 80% - Ha nepBoM MecsLe
Xu3HW. [lo CBOEro nepBoro AHA POXAEHUS Takue [eTu
[OXMBAKT Ype3BbluaitHo peako. Cpasy nocne poxaeHus y
HWUX pa3BMBaOTCA TSKENble [blxaTenbHble PaccTPONCTBa,
KoTopble, Hapsigy C PecrnupaTopHbIMU WUHQEKLMAMA 1
BHYTPUYEPENHbIMU KPOBOWU3NUSAHUSMI, SIBNSOTCS OCHOBHOM
NPUYNHOM CMepTU. B KNMHWYECKOW MpakTuke BCEX TakKuxX
AEeTel, BbDKMUBLUMX HA NEPBOM roAy XU3HW, npuamcnsatoT K 111
tuny HO, nockonbky 9T TWMbl BECbMa CXOXW, 3a
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uckmioyeHnem wucxopa. Takum obpasom, 2-3-X NETHWX
geten ¢ HO Il Tuna nonpocTy He ObiBaer.

OcrtanbHble TvRbl HOPMUPYIOT TPynNy MPOrpeccUBHO
aedopmupyowmx cpegHetskénbix HO. B ux ocHoBe nexut
HapyLLeHWe CTPYKTYpbl konnareHa | Tuna, obycnosneHHoe
NOBPEXOEHMEM  PaA3NWYHbIX  FEHOB.  3TW  TUMb
XapakTepuayloTCs  PasHOW CTEMEHbID TSKECTM - OT
OTHOCUTENbHO yMepenHbIX IV, V u VI tunos go Gonee
takénbix I, VIl » VII TMnoB - M pasHoM 4actoTom
BCTPEYAEMOCTU -  AyTOCOMHO-[OMWHAHTHbIE  hOPMbI
BCTPEYAKOTCA rOpa3fo yalle peLeccuBHbIX. Hekotopble
TUNbI Pa3NNYAI0TCA TONMBKO MUCTONMOTMYECKM, a Y UHbIX ECTb
XapaKTepHble KnuHWU4eckue ocobeHHocTu. Hanpumep, ans
HO V Tuna xapakTepHO OKOCTEHEHWE Iy4e-NIOKTEBOM
MEXKOCTHOM MeMOpaHbl, a Takke BblPaXEHHbIE KOCTHbIE
paspacTaHusi («NCeBLOCAPKOMbI») B MECTaxX NEepesioMoB.

KnuHuueckass kaptuHa HO  gOBOMBHO TWMMYHA W
NPOSIBNSAETCA  XapakTepHoi  Tpuagoi  CUMMTOMOB:
MOBLILLIEHHOW NOMKOCTBIO KOCTEW, CWUHUMU CKrepamu 1
3ybamn sHTapHoM okpacku. 3aboneBaHue BCTpevaeTcs
O[MHAKOBO 4acTO Kak y AeBOYeK, Tak M Yy ManbuukoB. B
3aBucumocT 0T dopmbl HO nepenombl nosBskTCS cpasy
Xe rocne pOXAEHUs Wnu B MNEpPBble MECALbl XKWU3HM
pebeHka. BO3MOXHbI MHOXECTBEHHbIE Mepenombl pebep,
KMKOYNLbl U KOCTEN KOHEYHOCTEW B MOMEHT POAOB Npu
NPOXOXAEHUM NnoAa 4Yepes Tas3oBOE KOMbLO WA npu
MPUMEHEHNN  Pa3NnYHbIX  aKylepckux nocobuit. Yem
paHblUe BO3HWUKAKT Meperombl, TeM TaXenee npoTekaeT
3abonesaHve.

Y HeKkoTOpblX  GOMbHBIX B TEYEHME  XM3HM
HacUMTbIBAETCA  HECKOMbKO  [AECATKOB  Neperiomos.
Hanbornee 4yacTo npu aToMm CTpagatoT AMHHbIe TpybuaTbie
kocTu: guacmsbl Oefpa, roneHu, nneya v npegnneybs.
Hukorga npu HO He nowmatoTcs OCHOBaHMe uepena,
MO3BOHOYHWK U PpyAmMHa. MepenomMbl BO3HUKAKT OT CaMblX
HAYTOXHBIX MPUYKMH, HanpuMep BO BPEMS  KynaHus,
neneHaHus, ogeeaHus pebeHka, BCTaBaHus, Wrp W T. M.
XapakTepHbIM A1 HUX SIBASETCA OTCYTCTBME 6OnbLUMX
CMELLEHMIA OTNIOMKOB MO ANWHE M3-3a cnabocTy MblLuL,
x0T B OOMbLWWHCTBE CryyaeB Habno{aTcsa MOMHble
nepenombl. CpactaHne npoucxoaut B 00bluHbIE Cpoku. [pu
OTCYTCTBUN CBOEBPEMEHHOIO neveHus nocne
MHOrOKpaTHbIX MepenoMoB OLHOM W TOW Xe KOHEYHOCTM
passuBaloTCs peskse Jedopmauusm ee -  BapyCHble,
BarnbrycHble, cabnesuaHble v ranudeobpasHble. HecmoTps
Ha NpaBWNbHLIN PaBHOMEPHBIN POCT KOCTEN B ANWHY, KaK
npaBuno, HabmoaaeTcs  YKOPOYEHME  KOHEYHOCTEW,
0bycnoBneHHoe HenpaBuMbHbIM  (YIMOBbIM) CpacTaHueMm
OT/IOMKOB Ha MeCTe nepenomoB. B Tskenbix cryvasx
nocne MHOXECTBEHHbIX nepenomoB pebep HacTynatoT
3HaunTenbHbIE nedopmavum rpyaHoM KIETKU.
HabniogatoTes  sHaunTenbHas atpodms, ApsbnocTs U
cnabocTb MbILLL, HEAOPA3BUTHE CYCTABHBIX CYMOK 1 BCEro
CBAI30YHOrO annaparta cycTaBoB. B pesynbTtate 3aToro y
OOnbHbIX, MOMUMO KOCTHBIX W3MEHEHWIA, BbISIBISETCS elle
1 pa3bonTaHHOCTb CYCTaBOB.

BornbHble WMEIT JOBOMBHO TUMWYHBIA BHELUHWIA BUA:
Ha (boHe OTCTaBaHWs B OOWEM (HU3MYECKOM pas3BUTMM
OTMEYaeTCs YBENMWYEHWe T[OMoBbl, MPWU  OLLYMbIBAHUM
KOTOPOW Y HOBOPOXAEHHbLIX U rPyOHbIX AeTel cosfnaetcs
BrieyaTneHne Msrkoro nogaTnuBOrO KOXMCTOrO MelLlka
(caput membranaceum). Yepen WnMpOKWiA 1 YNNOLLEHHBIR C
KpalHe MEANeHHO  OKOCTEHEBAKLWMMM  POSHMYKAMM.
Borockl Ha ronose 4acTo pefkue 1 NoMKue.

BecbMa xapakTepHa cuHsas unu ronybas ¢ cepoBaTbiM
OTNMBOM  OKpacka  cknep.  OJT0  06ycrnoBneHo
HEeAOopPa3sBUTUEM ME3EHXMMHOW TKaHU B NOAAEPKMBAIOLLMX
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BOMOKHaX CKrep (NenTocknepus) u npocseynBaHneM Yepes
HWUX NUrMeHTa. PecHuLpl, Kak NpaBuno, ANUHHbIE W peaKve.
3ybbl Menkue, Kpowalmecs, NOSBASIOTCA NO3AHO, AManb
WX XenTomn, SIHTApHOW OKpacku C CepoBaTbiM OTTEHKOM. C
HaCTynneHneM MonoBOi 3penocTy pasBMBAETCH PesKoe
CHUXEHWE Cnyxa B pesynbTaTe OTOCKNEpPO3a, MPUYMHON
KOTOpOro SBASIETCA Mporpeccupyowmin- pubposHein, a
3aTeM KOCTHbI  aHKUNO3 MeXay MENKUMU  KOCTSMM
(MoOnoToueK, HaKoBamnbHA 1 CTPEMEYKO B MOMNOCTU CpeSHEro
yxa). OTocknepo3 HabniogaeTcs 3HaUMTENBHO PEXE, Yem
NenTocKnepust M SHTapHble 3ybbl, MO3TOMY HE MOXeT
CYNTATLCA MOCTOSIHHBIM MPU3HAKOM MPU HECOBEPLLEHHOM

ocTeoreHese. I'IepeqmcneHHble CUMNTOMBI - JTO0
npoABneHna HEe0CTaTO4HOCTH ME3EHXUMBbI. anI
ncenenosaHumn BHYTPEHHUX opraHoB n KpoBU

(broxummyeckue aHanm3bl) Kakux-mmbo NaTONOrMYECKMX
N3MeHeHuii He oTMevaeTcd. OpHako [OBONMBHO 4acTo
0BHapyX1BAKOTCA YMEPEHHOE CHIKEHWe remornobuHa u
yckopeHHast POJ. YMCTBEHHOE W MOMoBOE passuTUE Mpw
aTom 3abonesaHun He cTpapaet. Mmetotca HabnopeHus,
korga y OOMbHbIX C HACTynneHWeMm MONOBOIA 3penocTu
nepenioMbl CTAHOBSAITCA PEXE MMM COBCEM MpekpaLlatoTcs
(B. H. Bnoxu). Mpu BpoxaeHHoi hopme HO B Hanbonee
TAXEMbIX  CMyyasx  AeTM  POXAATCa  MepTBbIMA
(osteogenesis imperfecta letalis Vrolik) nnm ymupaiotr B
TEYEHWe MEepBOro TOAA XM3HW; Y OEeTel, BbKMBLUMX, Kak
npasuro, HabnogatoTcs TSXENoe HapyLLeHve
(hU13NYECKOro pasBuTHS C Pe3KUM OTCTaBaHWEM WX PocTa M
BECA, 3HAYMTENBHOE CHUKEHME 3ALUMTHBIX CUI OpraHn3ma;
MO3TOMY OHM YacTo morubatoT B nepeble 3-5 NeT Ku3HN oT
Apyrux 3abonesaHni (0COOEHHO MHEEKLIMOHHBIX).

CornacHo obuwenpuHsaTON Knaccudpmkaumm,
npeanoxenHon CainneHcom (D.O. Sillence, 1979),
pasnuyatoT 4 reHeTUYECKMX BapuaHTa 3aboneBaHus:

Mn | - XapakTepusyetcs ronybbiMi, CUHUMU UMK
acnuaHO-CEpPbIMU  CKNEPaMK, PaHHEl  TYroyxocTbl U
KOCTHbIMU U3MEHEHUSMN YMEpEHHOM TSKECTH;
HacnegyeTcst N0 AOMUHAHTHOMY TUMY;

tmn Il - nepwHaTanbHO-NeTanbHbI; NpeanonaraeTcs
ayTOCOMHO-PELIeCCUBHBIN TUM HACNEA0BaHMS;

1N Il - NposBNSAETCH TAKENLIMUA NPOrPECCUPYIOLLMMM
peopmaumsaMm,  HECOBEPLUEHHbIM — AEHTUHOrEHe3oM,
CKMepbl HOpManbHble; TWM HACMeoBaHWS ayTOCOMHO-
peLieCCUBHbIN;

Tun IV - xapakTepusyeTcs WnNpoKon BapnabenbHOCTbI0
KNMWHWMYECKMX  MPOSIBNIEHWA,  CKMEPbl  HOPMAsbHbIE;
HacnegyeTcs  NO  AOMMHaHTHoMy — Tuny.  OpHako
BO3MOXHOCTb MAEHTU(UKALMM TEHETUYECKUX BapWUaHTOB
HO Ha OCHOBaHMM KIMHWYECKOrO (heHOTUNa BecbMa
COMHUTENbHA. [lonarakT, 4To 3TM BapuaHTbl SBMSKTCA
OTPaXEHUEM PA3NNYHONA 3KCMPECCMBHOCTK 3aboneBaHus;
ocoboe BHUMaHWE NpuBrEKaeT BOMPOC O pacnpeneneHnn B
cembsix npobaHaoB BHEKOCTHbIX mpusHakoB HO (ronybble,
CMHWE WU acnupHO-Ccepble CKMepbl, paHHSAsS TYroyxocTb,
HEeCOBEPLUEHHBIN [EHTUHOTEHE3). Y poauTenei, UMetoLLnx
OOWMH M3 3TUX MPU3HAKOB WNM UX COYETaHWE, HO He
CTpajalowmx JIOMKOCTbK) KOCTEW, MOryT ObiTb JeTn ¢
pasHbIMU, B T.4. TSKENbIMM, POPMaMM NOPaKEHUS KOCTHO-
CYCTaBHOrO annapata, 4TO [AOIKHO NPUHUMATLCH BO
BHUMaHWE NpU MELMKO-TEHETUYECKOM KOHCYNbTUPOBaHMM
Takux cemen.

13 BCelt npeacTaBneHHOi Bbile MHGOPMALMK HaM, Kak
Bpayam - cTomaTonoram, Haubonee nHtepece Il Tun HO,
NpOSIBNAOLLMIACS TSKENbIMU NpOrpeccupytoLLumMm
aedopmaLmsaMm 1 HECOBEPLLEHHbBIM JEHTUHOTEHE30M.

HecoBeplueHHbIn  feHTuHOreHe3 (HI) Habriogaetcs
Bonee yem B 50% cny4yaeB y nauMeHTOB, CTpafatoLLmxX OT
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HO. H — aTo HacneacTBeHHOE HapyLueHue 3y6HbIX TkaHel
ME3EHXUMHOrO MPOUCXOXAEHUS, HapylueHre obpa3oBaHus
AEHTWHA,  KOTOpPOE  nepedaeTcs MO ayTOCOMHO-
BOMWHAHTHOMY Tuny [14].

MpuumnHoit HO cunTatoTcs natonorny me3onepmanbHbIX
KNeTouHbIX 06pa30BaHMi, TO eCTb YacCTb 3apOfbILLEBOrO
nUCTKa, W3  KOTOPOA CO BpEMEHeM  (hOpMMpYHOTCS
MO3BOHOYHMK, KOCTH, XPALLM, MOYKN U KPOBEHOCHBIE COCYAbI
YenoBeka.

[MpuHATO pasnuyaTh creaytoLe Tunbl 3a6oneBaHus:

[ Tun HA,

[l Tun H, OH Xe HacneaCTBEHHbIN OnanecUupyoLnii
AEHTUHOreHe3 unu guennasus Kangenowa,

KOpHEBas AMCMNa3us AEHTWHA, OHa Xe Aucnnasus
peHTvHa | Tuna (B obuxoge 3aboneBaHue Hepeako
Has3bIBaKT HECKOPHEBLIMYU 3yOamum),

KOPOHKOBas [WCNNa3ns AEHTWHA, OHA Xe AWcnnasus
nonocty 3yba unu gucnnasus gextunHa Il Tvna [16).

HO | ™Mna yacTo BbICTYNaeT OAHUM U3 CUMMTOMOB
HECOBEPLLEHHOTO OCTeoreHesa (BPOXAEHHOTO HapyLUeHWst
kocteobpasoBaHus). Mpu 3ToM 3aboneBaHUK MopaxeHust
3y00B CoYeTalTCs C TakMMM CUMNTOMamu Kak: ronybon
OTTEHOK CcKnep (ocToBa rnasHoro sbnoka), maTonorum
(hOpMbI CPEHEro yxa, TOMKOCTb KOCTEN.

HO | Tvna nposiBnsieTcs B MONOCTU pTa HEXBATKOW
obpasoBaHus konnareHa 1 yacto accouumpyetcs ¢ HO. H
I »w NIl TMna cBS3aHbI C MyTauuein B reHe
cuanocgoconpotemHa. HO | Tuna nopaxaroTes  Kak
MOMOYHbIe, TaK M NOCTOSIHHbIE 3yObl, MPUYEM BPEMEHHbIN
npukyc cTpagaeT ropa3go bonbwe. Hambonee uactoe
nposenenme HI Ha 3ybax 370 M3MeHeHWe uXx LBeTa
(cepblit, MYTHbIA, XENTO-KOPUYHEBLIN) W CKOMbl AMAIM.
PeHTreHoONorM4ecky KOPOHKN BbIFNSAAT LWApOBUAHO 13-3a
3HAUMTENBHOTO CYXeEHUs Lenku 3yba, KOPHW KOpOTKME U
LEMEKTHBIN  [JEHTUH MOKPbIT TOHKAM  CMOEM  3Marnu.
Mwukpockonuyeckn u3MeHeHuss npu  Tpex Tunax HJ
BbIMMAAAT MPUMEPHO OAMHAKOBO. [lpu TMCTOMOrMYECKOM
MCCNeRoBaHUM  OBHAPYXKMBAKOTCA NOBEPXHOCTHbIE  CRIOM
HopMasibHOro [EHTUHa, AedopM1pOBaHHbIN
OKOMoMynbnapHbIii AEHTUH C aHOMAsbHbIMU AEHTUHHBIMU
kaHanbLamn, a Takke 30Hbl C MOMHbIM OTCYTCTBMEM
LEHTUHHbIX KaHambLeB.

lwnonnasus  cpepgHux otgenoe  nuua, Il knace
HapyLeHMsl MpuKyca, OHOCTOPOHHUIA UMK [BYCTOPOHHMIA
MEepeKkPecTHbIN  MPUKYC,  3KTOMMYECKOEe  NpOpe3biBaHUE
MepBoro W BTOPOr0 MOCTOSHHBIX MOMSIPOB, OTCYTCTBUE
BTOPOro npemonsipa — Hanbonee YacTble MPU3HAKK Y Takux
BonbHbix. OpHako Cpoku npopesbiBaHust 3y60B Yy HUX
OCTaloTCs B HOPME.

I vn HO - Haubonee pacnpocTpaHeHHas dopma
3abonesaHuns. Ero xapakTepHbIM MPU3HAKOM SIBMSETCS
npoceeymBaHve 3y6oB, Tak HasbiBaeMasi onanecLeHLus.

LiseT 3y6HOI amanu — BOLSHUCTO-CcepbIit. MaumnenTsl ¢
HO BTOpOrO TMMA  CTpagalT OT  MOBbILLEHHON
cTMpaemocT 3y60oB 0COOEHHO B 06nacT CMblKaHus
3y6HbIX psigoB. KopoHku 3y60B MoryT ObiTb HOPManbHOrO
pasmepa nmbo  HOPMUPYIOTC  YKOPOYEHHBIMU W
LIapoBMAHON hopMbl.

Mpn KopHeBoW Aaucnnasum 3y6oB chopma 3yOHbIX
KOPOHOK He W3MeHeHa. BO3MOXHbI Takke MUHWUMAnbHble
OT/INYMS B LBETE KOPOHKM OT 340POBOTO OTTEHKA 3y6OB.
OpHako Mpu 3TOM Y NMaUMEHTOB C KOPHEBOW Aucnnasuen
KOpHM 3y6OB 4acTo MamnopaseuTbl NGO MOMHOCTbH
3aKynopeHbl. 3TO MPUBOAUT K PaHHEMY pacluaTbiBaHUIO 1
BbiNageHuio 3y60B.

[ns naLmeHToB C KOPOHKOBOW AMCNNA3MEN XapaKTePHbI
npoceeuMBaHne 3yOHOM SManu W SHTapHbIAd  LBET
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TyXbIpbIM

XETIIMErEH OCTEOMEHE3[IH TYPI PETIHOE XETIIMErEH QEHTUHOIMEHE3: EBUETTI LLIONY
P.C. HazapsH, 10.H. Mukynunckas-Pyauy, U.C. Ceperuna, B.A. Mbicb, O.B. UckopocTeHckan
XapbkoB ¥NTTbIK MeAULIMHANBIK YHUBepCUTETi, XapbKoB K., YkpauHa
Bananap xacblHAaFbl CTOMaTONOrMs, XaK-0eT XMpyprusichl XaHe UMNNaHTonorusa kaceapachl

JeTinmereH ocTeoreHe3 TyKbIM KyanmalTblH aypy 6onbin Tabbinagbl. TyKbIM KyanaiTbiH MaTonors KesiHae
CymMeKKarnbinTacy NpOLECCTEPIHIH, TYNKiNikTi Oy3ywwbinbiFsl MyMKiH. On ani KaneinTacnaraH cyiek TiHaepinaeri Gipranail
earepictepre oKenyi MyMKiH, 0N OCTEONOpPo30eH cunaTtTanafbl XoHe COHbIHaH OHbIH, TypaKTbl acKblHyblHa - CyMek
TiHOEpiHiH gecTpykumsacbiHa okenedi [4]. On arpaigbl CMHApOMZAp KaTapblHAarbl KMMHWKaMbIK aHblKTamanapaa,
3HAOKPUHAI Oy3binbicTapaa xaHe kenbip TYKbIM KyanayLubl aypynapaa kepyre 6onagpl.

bana cTomaTonorsl npakTukacbiHaa XKeTinMereH ocTeoreHe3beH yLTackaH XeTiMereH 4eHTUHOreHe3 CUsKTbl OCbIHAAN
aypynap Kkesaecepdi Cymek TiHOepiHZeri coHpai Hemece Oackapan Oy3binbiCTapMeH XoHe TMICiHIWE 6anaHbiH, TickKak
XYWMeciHae, Heriari aypynap ¢oHbiHAa cunatTanagbl [6,7]. Ocbl Makana Gananapgarbl TiCkak XyieciHAEr XeTinMereH
OCTEOreHe3zjiH aHbIKTanybIH KapacTbipy MyMKIHAirH 6epegi.

Heri3ri ce3pnep: xeTinMereH OCTeOreHes, XeTifMEreH OEHTUHOreHe3, OCTEONOpo3, CUHAPOMAAP, CTOMATONOMUANbIK
mapTebe.
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DENTINOGENESIS IMPERFECTA AS VARIETY OF IMPERFECT OSTEOGENESIS: LITERATURE REVIEW
R.S. Nazaryan, Y.N. Mikulinskaya-Rudich, L.S. Seregina, V.A. Mys, 0.V. Iskorostenskaya
Kharkov National Medical University, Kharkov, Ukraine
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Osteogenesis imperfecta is a hereditary disease. When hereditary diseases, possibly, the original disturbance of bone
formation. This can lead to significant changes in the not yet formed bone tissue, which is characterized by osteoporosis and,
subsequently, its irreversible complication - the destruction of bone tissue. This condition can be traced to a number of
clinical manifestations of syndromes, endocrine disorders, and some hereditary diseases.

In practice, pediatric dentist found such disease as dentinogenesis imperfecta, coupled with osteogenesis imperfecta and
is characterized by various disturbances in bone and, therefore, in the dentition of the child, on the background of the
underlying disease. This article gives you the opportunity to trace the manifestation of osteogenesis imperfecta in the
dentition in children.

Key words: osteogenesis imperfecta, dentinogenesis imperfecta, osteoporosis, syndromes, dental status.
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