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KJIHIYHU BUIMTAJOK HEJOCKOHAJIOI'O
OCTEOT'EHE3Y Y HOBOHAPO/’)KEHOT'O

Beryn. Henockonamuii ocreorene3 (HO) € kTiHIUHO TeTepOreHHUM
CITaJIKOBUM 3aXBOPIOBAHHSIM CIOJIYYHOI TKAHUHH, 1110 XapaKTePU3Y€ETh-
Csl CXWJIBHICTIO IO TIEPEJIOMIB Ta iepopmartiii KICTOK KIiHIIIBOK 1 XpeOTa
MPOTATOM YChOTO KUTTS. HeockoHammii ocreoreHe3 — reHeTHYHO Jie-
TEPMIHOBaHE 3aXBOPIOBAHHS CITOJIyYHOI TKAHUHH BHACITIIOK MYTalliif B
reHax, 110 BIIIOBIAAIOTh 32 CHHTE3 KoJlareHy | THity, Ta Mpu3BOAUTH 110
MOPYIIEHHS MPOIIECIB YTBOPEHHS KICTKOBOT'O MATPHKCY Ta (POPMYBAHHS
KICTKOBOI TKaHMHHU. 3a pe3yJIbTaTaMU aHAJTI3Y JIITePATypPH PO3IOBCIOKE-
HICT® 11i€i maToJorii cranoBuTh 1 : 10 000-20 000 HOBOHAPOHKEHUX.

CpOoro/iHi, JIIKyBaHHS ITi€l XBOPOOU CIIPSIMOBAHE B JIBOX HAIIPsIMaXx:
NepInii — MeIUKaMEHTO3HA aHTHOCTEONOPOTUYHA Teparlis, 110 Ie-
pendauae 3acTOCYBaHHS MpenapariB yacTime i3 rpynu 6ichocdona-
TiB 1 HAITpaBJIeHA HA KOPEKIIII0 CTPYKTYPHO-(PYHKIIIOHAJIBHOTO CTaHy
KICTKOBOT TKAHUHU; IPYTUH — PI3HOMAHITHI XipypriuHi BTpY4YaHHS 3
IIPUBO/Y ITaTOJOTIYHUX ITepeIoMiB Ta JedopMariii KiICTOK KiHIIIBOK.
[Ipote, nOCATHEHHS Pe3yabTATY MPH JIKyBaHHI MALIEHTIB 3 HEJOCKO-
HaJIMM OCTEOTeHE30M MOJKIIMBO JIMIIE MPU MOEAHAHHI Ta KOMOIHAIIT
000X HATIPSIMIB JTIKyBaHHS

Mertorw nocimikeHHsT 0yJ10 BU3HAUEHHS OCOOIMBOCTEH paHHBOI
JIiarHocTuku ta nepediry HO.

Martepiaa ta metoau. 3a ocranHi 10 pokiB miJ HAIIMM CIOCTEpe-
xeHHsiM Oyito 6 miteii 3 HO y Bimi Bix 5 aniB 10 11 poKiB (XJIOMYUKIB
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Oyno 4, niByaTok — 2). 3 HUX y 2 OyJ10 AIarHOCTOBAHO osteogenesis
imperfecta congenita Ta'y 3 osteogenesis imperfecta tarda. Jliarnos 3a-
3BHYAll BCTAHOBITIOBAJIH 3 yPaxXyBaHHSIM KITIHIYHUX Ta 32 TOMTOMOTOI0
PEHTTEHOJIOTIYHMX JTAHUX: BUSBIICHHS IIEPEIIOMIB, BUBHAYEHHS IXHBOT
JIaBHOCTI, cTaaii penapaliii OCTeOIeHii, OCTeOOPO3y, BUSIBICHHS Jc-
dbopmariif 1OBrux TpyoyacTux KicTOK.

PesyabraTn nociimxenns. JlikyBanns namientis 3 HO mae Oyt
KOMITJIEKCHUM Ta 3/IIHCHIOBATUCS MYJIbTUANCIUIUTIHAPHOIO KOMAaHIOO
(haxiBIIiB, 110 CKITAAETHCS 3 MEAlaTpa, CHAOKPUHOJIOra, PeadiliTo10-
ra, TpaBMaToJIora-opTore/ia, FreHeTuKa, CTOMaToJiora, rcuxoJjora Ta
colianbHOTrO mpaniBHuKa. CKIaIHICTh aHATI3y Pe3yIbTATIB JTIKyBaH-
Hs xBopux HO mosirae B HEUHUCIIEHHOCTI TPYTI, Majlol TPUBAJIOCTI CIIO-
CTepeXeHb, BUCOKOI BapiabeIbHOCTI 1mepediry 3aXBOpIOBaHHS Ta Bifl-
CYTHOCT1 KOHTPOJIbHOI TPYIIH.

Hasooumo npuxiadom ocmanmitl KAiHiYHUL 6UNA0OK.

JiBunHka Hapoawtacs Bia I BariTHOCTI, Iepedir sikoi Ha TJIi MaJo-
BOJIJIs, aHeMil BariTHUX. MaTu Ha TepMiHi rectaitii 16—18 THKHIB me-
penecia I'PBI 3 rapstukoro 38 ©C. Conorpadiro mpoTsArom BariTHOCTI
MaTu He pobuia. [Tooru nepeayacHi y TepMini 33 THIKHI, CITHUYHE
MepeUIeKaHHs, IIalleHTa 3 JUISTHKaMU iHapKTiB. 3 HAPOIKCHHS JTH-
THHA NoTpedyBana pecnipaTopHol miaATpuMKU. CTaH miJ yac HaJIxo-
JUKEHHS 710 BIIJIUIEHHS TSDKKHM 32 paXyHOK AMXAJIbHOT HEOCTATHOC-
Ti, HEBPOJIOTIYHOT CUMITTOMATHKHU Ha T MOp(hOoyHKITIOHATHHOI He-
3pinocti. KiHIiBKY JUCIPONOPLiHI, KOPOTKI IO BIAHOIICHHIO 10 TY-
J1y0a, 0COOJIMBO 3aHAATO KOPOTKI IUICUOB] BiAAUTH pyK. B3moBx 1ie-
YOBUX KICTOK MaJIbIYIOTHCS MOTOBIICHHS. Peakiiist Ha Oris y BUIJIs-
Jll XaOTUYHUX PYXiB, KPUK cepeaHboi cuin. Pedrexcn HoBoHapoxke-
HUX TpHUTHIYeHi. HeiHBa3nBHA BEHTWIIALS Yepe3 MacKy, caTyparlis
96 %. Ha peHTreHorpaMi BUSBISEThCS Aedopmaltisi pedep Ha ¢oHi
BUPAXXEHOTO OCTEOIIOPO3Yy YHCEIbHI OYyJIaBOITOMIOHI ITOTOBIICHHS.
Jedbopmariist maeqoBUX KiCTOK 31 CXOAMHKOIOIOHUMH AehekTaMu 1o
MPOKCUMAJIBHUX BiJIJIaX TUIe4oBUX KicTok. Ha piBHI miagizie 0060x
KICTOK Tiepenruiiaus—iaedopmartis 3 4iTKOIO JiHi€IO meperoMmy. Ha
BuauMuX aisiHkax IBX: «merenukonoaiona aedopmariis xpeouis. Ha
HIDKHIX KIHIIIBKaX BUPaXCHUM OCTEOIIOpo3 3 aedopMalliero Ha piBHI
niadiziB 3 CXOAMHKOMOAIOHUMHU 1e()eKTaMHi CTETHOBUX KICTOK Ta Be-
JINKOTOMIJTKOBUX.
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o ocHoBHUX peHTreHosoriyHux o3Hak HO BimHOCSATBHCS: ocTeo-
MOpOo3, MMOTOHIIEHHS Ta JieopMariii KICTOK, TATOJIOTIYHI ITePEIOMH.
JlonaTkoBi peHTreHOIOTIuHI cuMnToMu: 30HU Jloo3epa, mepedynoBu
eniMeTadizapHUX 30H POCTY, TepTPodisi, CKOCTEHIHHS MIXKKICTKOBOT
MeMOpaHU Ta O3HAKH IICEBIOCAPKOMH.

JlikyBanus aiteit 3 HO € cuMntoMaTHuHUM 1 3aJ1€KUTh BiJ TUITY
3aXBOPIOBAHHS Ta TSHKKOCTI #oro mepebiry. Floro MeToro €: 3HIKeH-
HsI YaCTOTH IEePEJIOMIB, 3MEHIIIEHHSI 00JIbOBOT'O CHHAPOMY, 301TbIIICH-
HsI MOOLJTLHOCTI Ta MiIBUIICHHS IKOCTI )KUTTS TaKUX marfieHTiB. Ocki-
JIbKHM 3aXBOPIOBAHHS € T€HEPATI30BAHUM Ta FeTePOTEHHUM, MiIXi/
J10 JIIKYBAaHHSI MaLli€EHTIB Ma€e OyTH IHAUBIAYATbHUM Ta MYJIbTUIUC-
IUIDTiIHApHUM. BecTH Takoro naijieHTa Mae KOMaHjia CIeIiaricTiB
y CKJIafi: meiaTpa, eHIOKPUHOJIOTa, TeHeTHKA, OpToIeaa-TpaBMa-
TOJIOTa, CTOMATOJIOra, CypJ0JIoTa, IICUX0JIOTa Ta COLaJIbHOTO Mpa-
LiBHHKA.

dapmMakosoriyHa Teparisi HalpaBlieHa Ha JIIKYBaHHS OCTEOIIOPO-
3y, OCHOBHHMM IipenapatoM € Oichochonaru (bdD) — ananoru mipo-
¢docdarty, 110 3MEHINYIOTh MBHJIKICTh KICTKOBOT pe30pOIIii, IPUTHI-
4yyI0Th (DYHKIIIIO OCTEOKIIACTIB. 3acTocyBaHHs [TaminpoHaTa 3011bI1ye
MiHepajabHY IIUIbHICTh KICTKOBOI TKAHUHHM, MMOKPAIIy€E KICTKOBY ap-
XITEKTYpY, 3anobirae aegopmaliii JOBrux Tpyo4acTux KicToK, BiIHO-
BITIOE (POpMY Ta PO3MIp XPeOIIiB MiCIIsT KOMITPECIHHUX TIEPEITOMIB.

Pesynbprat nikyBanHs b®: migsuineHa MiHepamizamis kKictku. Ha
pEeHTTeHOTpaMax 0aYrMMO TOPU3OHTANIBHI JIiHII CKJIEPO3y HaJ 30HOI0
pocty. KibKicTh JTiHIH BiANOBiTa€ KIJIbKOCTI IIPOBEICHUX KYPCIB JTi-
KyBaHHs bO.

OcHOBHa MeTa XipypriuHOro JIIKyBaHHS — CBOE€YACHUN Ta MPABU-
JTBHUN OCTEOCHHTE3 TIEPEIIOMIB, KOPEKIIis 1eopMaliiii JOBIMX KiCTOK
Ta cKoJi03y. [Toka3zaHHs 10 XipypridHOTO JIIKYBAHHS: IIEPEIIOMHU J10-
BI'UX TPyOYacTHX KiCTOK, BPOJKEHI Ta HaOyTI nedopmalrii.

BaxxnuBy posb Bifiirpae peadinmiTaliiiiHa Tepalrtis miciist IepeioMiB Ta
onepaiii. Jlitn Ta ixHi 6aTbKM MOTPEOYIOTh NCUXOJIOTIYHIN MIATPUM-
KU JIJTs TIOJIOJIAHHS CTPaxy HOBUX IEPEIOMiB Ta JiehopMaIliii KiCTOK.

ITporuo3 mis giteii 3 HO 3ameuTh Bil TUIY Ta TSHKKOCTI Iepe0i-
Iy 3aXBOpIOBaHHs. SIKIIO 3aXBOPIOBAHHS JIarHOCTOBAHO B JIUTUHCT-
Bl Ta MPU3HAUEHO AJIeKBATHE JIIKYBAHHS, TO TaKi JITH MOXYTb KUTH
noBHUM kutTsaMm. Jlist giteit 3 11 Tumom HO Ha *kajb, mporHo3u He-
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BTIilIHI, 60 Taki AiTH, AK 1 HallIa AIBYMHKA, IOMUPAIOTH B TIEPiOJ HO-
BOHAPOJKEHOCTI.

Taxum unnoMm, nmpu HO BUSBIIEHO CHIaAKOBUI XapaKTep 1 BIUIMB
(hakTOpIB HABKOJIUIIHBOIO CEPEIOBMINA ITij] Yac BAriTHOCTI MaTepi,
BHCOKa BapiaOeNIbHICTh KIIIHIYHKUX IIPOSBIB Y Mekax omHiel ciM’i. Cra-
JIKOBI 3aXBOPIOBAHHS CIIOJIYYHOI TKAHUHU BIAPI3HSIE IHBATIIU3YIOUUI
repedir, a B JISIKUX BUIAJIKAX — BUCOKUM JIETATBHUN PU3UK. 3HAY-
HUN TeHeTHYHUHN Ta (PEeHOTUIIUYHUIN TOTIMOPGI3M ITX 3aXBOPIOBAHD
BKa3yIOTh Ha HEOOXITHICTh 3aCTOCYBaHHS TEXHOJIOTIH CBOEYACHOT MO-
JICKYJIIPHO-TEHETUYHOI 1IarHOCTUKH.

V npeHaTalbHOMY TEePioJli YIbTPAa3BYKOBE JOCIIHKCHHS € Hail-
HUM MeTosioM ckpuHiHTy HO.

Knacnuna pertrenorpadis uyepena Ta IHIIUX KICTOK KICTAKa He
BTpATHJIa CBOT'O 3HAYEHHSI IIPH HETOCKOHAIIOMY OCcTeoreHesi. PeHTre-
HOTPaMH JIONIOMAraroTh BUSIBUTH O3HAKHU 3aXBOPIOBAHHS, IXHIO MOIIIH-
PEHICTh, @ TAKOX YCKJIaIHEHHS — TIepesIoMHU Ta JedOopMaIliio KiCTOK.

He no ki BuBueHnMu € redetryadi acriektd HO, 1110 He mae 3Moru
BIUTMBATH Ha BY3JIOBI JJAHKH MATOTEHE3y I[bOT'0 HAWTSIKYOTO 3aXBO-
proBaHHs. AJjie 00epEeKHUI ONTUMI3M HU3KH ABTOPUTETHHUX YUCHUX JIA€
HaiI0 Ha IPOPHUB 1 B IbOMY HAWBAXKIIUBIIIIOMY HAIIPSIMI.

BucnoBok. PeHTreHo10T1uHI JaHi 1aI0Th 3MOTH CTOBIJICOTKOBO JIi-
arHOCTYBATH II0 PiKiCHY TaTojiorito. Ha JaHWit MOMEHT He iCHYe
CTaHJIAPTIB HaJaHHS JonoMoru xBopuM Ha HO, KOKeH MaIieHT mo-
TpeOye IHAUBIAYATBbHOIO MAXO0AY IPH MiI00pi MEAUKAMEHTO3HOI Te-
parii Ta mpu IJIaHYBaHHI XipypriyHOro JiKyBaHHS. PeaOiniTaiiiina
Teparisi Bilirpae KJIOYOBY POJIb y MIATPUMIIL Ta PO3LIMPEHHI PyXO-
BOTO PEXKUMY MAIll€HTA, Y TIOJAOJIAHHI CTPaxXy OTPUMAaHHS HOBHX TIe-
peoMiB.
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