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"HNucruryt repontonorun AMH Yikpaunbl, YKpanHCKU# HAyYHO-MEIUIIMHCKHI IIEHTP TpodiieM ocTeonoposa, Kues

2 praI/IHCKI/Iﬁ HHCTUTYT KJIUHAYECKON T€HEeTUKU XapLKOBCKOFO ToCyaapCTBEHHOIO MCAUIIMHCKOTO YHUBCPCUTECTA,

XapbKOBCKHUH CIIEHUATU3UPOBAHHBIA METUKO-T€HETUYECKUIN LIEHTP

3 VKTOpOJICKHI HAIIMOHATBHEIN YHUBEPCHUTET. YKparHa

Ki1ioueBble cjioBa: HECOBEPLICHHBIN OCTeOreHes, kiaccuukanys, Tepamnus oucdochonaramu

Hecoepmennsiii octeorene3 (HO) — BpokneHHOE
MeTaboIn4YecKoe 3a00IeBaHIE KOCTH, TAKKE U3BECT-
HOE KaK «BPOXKJICHHAs HEIOCTATOYHOCTh U JIOMKOCTh
KOCTHY», Win OonesHpb JloOmreitna — Bpomuka. HO
BcTpedaetcs ¢ yactoToit 1 Ha 10 000 — 20 000 >KuBbIX
HoBopoxkeHHbIX. B CIIA oxono 15 000 manueHToB
crpanator HO. 3abosneBanue xapakrepu3yercs BO-
BIICYCHHEM B MATOJIOTHYECKHI MPOIECC KOCTEH H
MBI, BBI3BIBAETCS Ne()EeKTOM B CHHTE3€ KOJUTareHa
I Tuna, KOTOpHIN SBISETCS INIABHBIM KOMIIOHEHTOM
MaTpUKCa KOCTH.

Ilamoecenes 3abonesanus. BeiaBieno 6onee 200
mytaruit B reHax COL1A1 mwm COL1A2, xoqupyto-
IIMX COCTaBHBIC Ienu KojuiareHa | Tuma. HauGosee
JIETKUE U pacrnpocTpaneHHble Gpopmbl HO o0yciios-
JISHBI TPEXKIEBPEMEHHON OCTaHOBKOW KOJOHOB WIIH
nedexkroM, Bo3HUKaromuM nipu crmaiicuare PHK, aro
BEIET K HapyIIeHHIO0 ocTeobnacTamu OmocuHTesa |
TUIA KoJuiareHa. B pe3ynberare OnocuHTe3a AeeKT-
HOTO KoyuiareHa y nanuertoB ¢ HO ¢opmupoBanme
KOCTHOTO MaTpUKCa HapyIIaeTCs, TP ITOM H3MEHSIeT-
cs1 0anmaHe MeX Ty pe3opOrueii 1 popMUpPOBAaHHEM KO-
CTH B CTOPOHY IIpeo0iaianus pe3opouuu. M3sectHo,
YTO B HOpPME, BO BpeMsl pocTa pedeHKa, mpeodiagaer
(hopMupoBaHUE KOCTHOM TKaHU, YBEITUIUBAIOTCS 00h-
€M M IIPOYHOCTH KOCTHBIX Tpabeky:n [6, 30, 32]. Ilpu
HO Gornee ToHKHE NIepBUYHBIC TPAOSKYIBI pa3pyIiia-
FOTCsI, YACTHYHO 32 CYET HEYCTOHYHBOCTH KOJUIareHa
1, BOBMOYKHO, M3-32 00Jiee BBICOKOTO, YEM B HOpPME,
(hM3MUECKOTO HAIPSDKEHUSI BHYTPU KOCTH, KOTOPOE
CTHMYJIHPYET OCTEOIUTHI K aKTHBH3AIIUH JIOKAJILHOTO
pEMOETUPOBAHS, YTO JIeNaeT 3TH YYaCTKH YSI3BH-
MBIMH JUTsI MUKpOTperTuH [ 8, 9]. Bce aTu MexaHU3MBI

MOTYT CIIOCOOCTBOBATh HAPYIICHHUIO MEPBUYHON
TPaOEKyISPHON CTPYKTYPBI KOCTH U, TAKAM 00pa3oM,
nenatsb ee emte Oonee cnaboii. [lostomy y pacrymiero
pebenka ¢ HO — ToHKast KOCTh ¢ HapyIIeHHO Tpabe-
KYJISIPHOU CTPYKTYpPOH, TOHKMM KOPKOBBIM CJIOEM U C
BBICOKHM YPOBHEM peMoOjieTupoBaHus. B pesynbrare
9TOT0 BO3HUKAIOT Ae(hOpMALIUH, a TAK)KE YBEITUIHBA-
eTcsl pUCK nepesioMoB [24, 42, 43].

Kmuanaeckas kaptuaa HO 3aBUCHT OT TSKECTH
3a00s1€BaHNg U MOXKET MPOSBIATHCS JIETATIbHBIMU
BapUaHTaMHU, SIBHBIMU aHOMAJIHUSIMU CKeJleTa y JeTei
WJIM UMETh THITMYHYI0 MaHU(DECTAINIO Y IOl 3pe-
Joro Bo3pacTta. M3-3a pa3nuuHoit 1 MHOTOOOpasHOH
KIuHIYeckoi kapTuHb HO "acTo He AMarHoCTUPYIOT,
NPOMYCKAIOT WIN MO3IHO BEpUPHUIMPYIOT, WIH XKe
MALMEHTA JIeyaT Mo JPYTUM TUAarHO30M.

V nereii ¢ HO BBISABIISAIOT 3aIepiKKy (DHU3HUECKOTO
Pa3BHUTHSL, CKOJIIMO3, IPOTPECCUPYIOIIHE JiehopMaIin
JUIMHHBIX KOCTEH, TyTrOyX0CTh, aTOJIOTHIO IPOPE3bI-
BaHMsA 3y00B. TskecTh 3a001eBaHNs 00y CIIOBINBACTCS
JacTOTOM IepesloMOB, Mporpeccupyroment aedop-
Maryed, XpOHHYECKOH OOJIbI0 B KOCTSIX U TOTEepei
noaBuxkHOCTH [1, 3, 33].

Knaccugpukayus necosepuiennoco ocmeocenesa
B HacTosimee BpeMsi IHUPOKO MPUMEHSIIOT Kiac-
cudukamuio D. Sillence [15, 34], nonosHeHHYIO
M. Ramachandran [29], koTopasi 6a3upyeTcs Ha
JAaHHBIX KJIMHHUYCCKOTO U PEHTICHOJIOTUYCCKOTO
oOcle/IoBaHMs MAallMEHTa U MO3BOJSET BBIJCIHUTD
YeThIpE TEHETHICCKUX THIIA 3a0oseBanus (Tadm. 1).
CrenyeT OTMETHTh, UYTO BO BpeMst (hOPMYIHUPOBAHHUSI
knaccudukanuu cuuraiu, uro HO HacnemyeTcs kak



Ta6auna 1. Knaccuduxanus HecoBepieHHoro octeorene3a Ramachandran M. (2008)
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Tun | I'enernue- Hentunorenes | KocrHbie Hebopmanun CkJiiepbl Hedbopma- W3menenus TIporuos
HO CKHIl BADHAHT U3MEHEeHHsl | KOcTe LIMU TT03BO- yepena
HOYHHKA
1A ayTOCOMHO- HOPMaJIbHBII YMEpEHHOH | cpemHel cTelmeHH | romyOble y 20 % xu- HaJnuuue OIaronpHsT-
JOMHUHAHT- TSDKECTU ¢bo3 nm BOPMBIEBBIX HBIHA
HBII Ku(OoCcKo- (BcTaBou-
JIH03 HBIX) KOCTEH
IB ayTOCOMHO- HECOBEpIIICH- HE HE H3y4CHBI HE H3y4CHEI HE H3y4CHBI HE U3y4CHBI HE H3y4eH
JOMHHAHT- HBIHA JCHTUHO- | H3YYCHBI
HBII TEHE3
11 ayTOCOMHO- HE H3y4eH O4eHb MHOXXECTBEHHBIE romyosie HE H3y4YeHbI Hanu4ue MepUHATAIIb-
JOMHHAHT- TSDKeTIbIe TIepesIOMBI BOPMBIEBBIX Has CMepTh
HBIH, CITOH- KOCTEH ¢
TaHHBIE My- OTCYTCTBHEM
TallMH, Ce- occuduka-
MeiHbIH uu
MO3aHIH3M
111 ayTOCOMHO- HECOBEpIICH- TSDKeTIbIe IIPOTPECCHPYIO- romyosle IpH | KH(OCKO- THIOIIIAC- HMHBAJU]I-
JOMHHAHT- HBIH IeHTHHO- mue geGopManuy | poXISHHH U | JHO3 THYECKHE HOCTB,
HBIH, O4CHb reHes JUIMHHBIX KOocTel, | Oemble y BOPMBICBBI MaAEeHTHI
penKo ayTo- MO3BOHOYHHUKA B3pOCIBIX KOCTH MIPHKOBAHBI K
COMHO-perec- HMHBAJIHTHBIM
CHUBHBIH, KOJISICKaM
ceMeHHBII
MO3aHIH3M
v ayTOCOMHO- HOPMaJIbHBIN YMEPEHHOH | yMepeHHOMH Genbie Ku(OCcKo- THIIOILIAC- OnaronpusT-
A JIOMMHaHT- THKECTU THKECTU JIHO3 THYECKHE HBII
HBIH, BOPMBIEBBI
KOCTH
v ayTOCOMHO- HECOBEpIIICH- HE HE H3y4CHBI HE H3y4CHBI HE H3y4CHBI HE U3y4CHBI HE H3y4eH
B JIOMHUHAHT- HBIA IGHTUHO- | HM3Y4EHBI
HBIH, ceMeli- reHes
HBII MO3aH-
IH3M

[0 ayTOCOMHO-JOMHHAHTHOMY, TaK U ayTOCOMHO-
periecCUBHOMY THIIaM, OJJHAKO ceiiuac JOKa3aHo, 4To
peobiaiaeT ayToCOMHO-JIOMHHAHTHBIA THIT HACTIe-
TIOBAHUS C ceMEeHHBIM Mo3autu3MoM [20, 32]. OueHn
penko Habmronaercss HO ¢ ayTocoMHO-periecCuBHBIM
THIIOM HaclienoBaHus. B knmaccudukanum, npes-
craBnenHoit M.Ramachandran (2008), Taxxke y4u-
TBIBAETCSI COCTOSTHUE IeHTHHOTeHe3a [29]. [1pu aTom
HO nogapaznensiercss Ha moatun B, KOTOPBIN compo-
BOXKJIA€TCS HAPYIICHUSIMU ICHTHHOTEHE3a, U TTOJITHIT
A, KOTOpBII HE UMEET 3TUX HAPYLICHUI.

Ha ceromus Beigeneno emie geteipe Tana HO (V,
VI, VII, VIII), koTopsie He cBA3aHBbI C MaTOJIOTHeH KO-
nareHa | Trma v moka He BHECEHBI B MeXKIyHapOIHYTO
Kiraccuukanuio octeoxoHaponaruii [18, 27, 44]. B
2009 r. Glorieux F.H. mpencrapnena apyras Kiiaccu-
(uKanys HeCcOBEpIIEHHOTO OcTeoreHesa (Tadi. 2).

Xapaxmepucmuxa munoe Heco8epuLleHHO20 0CMeo-
eenesa (Tabdm. 1). [-# Tum sBIsIeTCS HAaMOOJIEE pacIpo-
ctpanenHoi ¢popmoit HO. Xapakrepusyercs Jerkum
TEYEHUEM, BPOXKICHHON WM PAHHEU TYTOyXOCTBIO,
KOCTHBIMH U3MEHEHHUSMHU YMEPEHHOH TSKECTH, y TIa-
[IMEHTOB TONMyOBIe, CHHUE WU aCTIUIHO-CEepPhIe CKIIe-
pol. [lepenoMbl BEISBIAIOTCA B pa3IMYHBIX TIEPUOIAX
YKH3HU OOJTFHOTO, HO Yallle B HEOHATAILHOM IIEPUOJIE,

B TO BpeMsl, KOIjla peOCHOK HaYMHACT XOJUTh, B ITy-
OepTare U B TIOXKHIIOM BO3PAaCTe, KOT/Ia pa3BHBACTCS
ocTteonopo3. 3MeHeHHsI O CTOPOHBI TO3BOHOYHHKA
(xuco3, ckommo3) BeIABIAIOTCA B cpenHeM y 20 %
naureHToB. HecoBepiieHHbI IEHTUHOTEHE3 BCTpPE-
YaeTCs TOJIBKO MpH Tume B.

II Tum (mepuHATATBEHO-JIETATBHBIN ) — 3TO CaMBIH
TSDKETBIA BapuaHT Oosie3Hu. HoBopoxkaenusie ¢ 11
tunioM HO poxxiaroTcst ¢ 3aiep:KKoil BHYTPUYTPOO-
HOTO Pa3BUTHSA, C TONYOBIMH CKJIEpaMH, KOPOTKUMU
nepopMHUPOBAHHBIMHA HI)KHUMHU KOHEYHOCTSIMU,
CO MHOKCCTBEHHBIMH TiepenioMamu. Kak mpaBmiio,
YMUPAIOT JI0 WIH Cpa3y Ke MOCIe POXKACHUS, HHOTIA
’KUBYT HECKOJIBKO MECSLIEB.

[ T nposiBAsIETCS TSKEIBIMU IPOrPECCUPYOLIH-
MU neopmarsiMu, HECOBEPIICHHBIM IEHTHHOTEHE-
30M. JleTr poskaaroTcs C HECKOJIBKUMU MEPEIoMaMu,
Y HUX TOJTYOBI€ CKIIEPBI, KOTOPBIE CTAHOBSTCS OSJIBIMH
K orpodecTBy. C Bo3pacTom BozHHKat0T O-00pa3HbIe
neopMari KOHEYHOCTEH, 00uKk000pa3Has rpy/IHas
KJIETKa C €€ TOCJeIyolleld KIISBUAHON aedopma-
et (pectus carinatum). KimaccmueckuM peHTTreHo-
rpaguYecKuM CUMIITOMOM SIBJISIETCS KOCTh B BHUJIE
MOTIKOpHA (C BO3PACTOM YYACTKH SHIOXOHIPATHEHOM
occu(UKaIUK, BOSHUKIIINE H3-3a MEPEIOMOB B HE-
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Taomuua 2. Knaccudukanus HecoBepuieHHoro octeorene3a Glorieux F.H. (2009)

Tun Tsoxects JlenTHHOT CHE3 TunuuHbIe CHMIITOMBI I'enernyeckuii BapuaHT Myranun
HO 3a00eBaHus
1 JIETKOE TeYCHUE, HOPMaJIbHBIN HOpMaJlbHas JUINHA peOeHKa, roimyobie ayTOCOMHO-OMHUHAHTHBIN COLI1AL,
6e3 nedopmanuit CKJIEpPBI COLI1A2
1I NepuHaTaIbHas HE U3y4eH MHO)XECTBEHHBIE IEPEIIOMBI U ayrocoMHO-noMuHaHTHBIH, | COL1Al,
cMepTh nedhopMalIuu PpU POKACHUN CIIOHTaHHBIC MYTallUH, COL1A2
CeMEeHHBIH MO3aUIIU3M
1 TSDKENoe HECOBEPILICHHBIN 3aJepKKa PU3MIECKOr0 Pa3BUTHS ayrocoMHO-noMuHaHTHBIH, | COL1Al,
JICHTUHOT €HEe3 pebeHKa, TPEYrobHOE JIUIIO, TOIyObIe OYEHB PEIKO AYTOCOMHO- COL1A2
CKJICPBI peLiecCUBHBIN, ceMeNHHbIH
MO3AHIH3M
v CpEeIHETSDKeNoe, HECOBEPILICHHbIN 3aJepKKa HPU3UIECKOr0 Pa3BUTHS ayTOCOMHO-0OMHUHAHTHBIN COLI1AL,
TSDKENoe JICHTUHOT €HEe3 pebenka, royobie uim Oesble CKIephI COL1A2
v CpeIHeTsDKenoe, HOpMaJIbHBII THIEpPILIACTHYeCcKast KOCTHASI MO30JIb, ayTOCOMHO-JOMHHAHTHBII HE H3y4eH
TSDKENoe GeJble CKIIephI
VI CpeIHEeTsDKernoe, HOpPMAaJIbHBIH OeJble CKIIephI ayTOCOMHO-PELECCHUBHBIH HE H3y4eH
TSDKEIoe
VII CpeIHETsDKenoe, HOpPMAaJIbHBIH OeJble CKIIephI ayTOCOMHO-PELECCHUBHBIH CRTAP
TSDKeToe,
MepUHATAIbHAS
cMepTh
VIII TsDKEToe, HOpPMaJIbHBIH Oernble CKIepbl ayTOCOMHO-PELECCHUBHBIH LEPREI1
TIepUHATAIbHAS
cMepTh

CKOJIBKHX yJaCTKaxX KOCTH, UCUC3AI0T, OCTABIISS yBe-
JINYCHHBIC PEHTICHOIPO3PAUHbIC 30HBI SMUPHU30B).
Y 5THX NaIMEeHTOB HAOIIONAETCS POTPECCUPYFOLITHIA
kupockonno3. MHorga mupokast TpynHas KieTka
«IOKATCS» Ha y3kuid Ta3. Kak npasuno, netu c 111
tunioM HO He crocoOHbI K caMOOOCITY)KMUBAaHUIO H
3aKaHYMBAIOT KM3Hb B MHBAJIUIHOM Kpecie.

IV tunm xapakTepu3yeTcsl IMHUPOKOH Bapuadeh-
HOCTBIO KIIMHUYECKHUX MPOSIBICHNNA. CHUMIITOMAaTHKA
nono6na [ tTumy HO, 3a uckiroueHuEM HOPMAILHOTO
uBera ckiep. Yactel nedopmanuy NO3BOHOUHUKA H
HECOBEPIICHHBIN JEHTUHOICHES.

Buowi HO, ne cgasaumble ¢ namono2uell Koulaze-
na I muna. V tun HO oTHOCAT K ayTOCOMHO-/IOMU-
HAaHTHOMY THUITY HaclienoBaHus. KimHuueckas kapruHa
nmofo6na IV tummy. OcoOeHHOCTHIO SBISIETCS CKIOH-
HOCTB K ()OPMHPOBAHUIO THIIEPILIACTHYECKON KOCTHOM
MO30JI1; OCCU(HKAITUHI MEKKOCTHONH MEMOpaHBbI Ipe/I-
IJICYbs U TOJIEHU, YTO BEJET K OTPAaHUYCHUIO CyTIHA-
LMY U [IPOHALUH; HENPOHULAEMOCTb PEHTIEHOBCKHX
nydei B Metadu3ax KocTed y aereit [41].

VI tun ximanyecku nogodex 11 u IV tuny, HO 0OT-
JINYAETCSl TUIMYHOW FMCTOJIOTUYECKON KapTUHON —
(hopMupOBaHHEM OOIMPHBIX TOJEH OCTEON A 3a CUET
HapyIICHUS MUHEPAITU3AIAHN, KOTOPHIC HE COITPOBOXKIA-
FOTCSI HAPYIICHUSIMA MUHEPAJILHOTO 0OMEHa B KOCTH.

VII tun nposiisiercs edopMalisiMi JUTHHHBIX
KOCTEH, YKOPOUEHHUEM NPOKCUMAJIbHBIX OTIEJIOB
KOHEYHOCTEH, coXa vara, COIpOBOKAAETCS HOPMalb-
HBbIM JICHTMHOT€HE30M M OOBIYHBIM IIBETOM CKJIEP.
XapakTepusyercsi ayTOCOMHO-PELIECCUBHBIM TUIIOM
HacnenoBanus. VII tum HO obycnoBneH myTrarueit

reHa B xpomocome 3p22-24.1, KOTOPBIA KOAUPYET
ACCOIMMPOBAHHBIN C XpsIoM poTenH (the cartilage-
associated protein gene — CRTAP). CRTAP siBnstercst
KO(aKTOPOM JUISI TTOCTTPAHCIIAIIMOHHON MOIH(UKa-
uuu kosutarena [ tumna. TsokecTh 3a001eBaHNsI 3aBUCHT
ot crenenu neduiura CRTAP. [Tpu abcomoTHOM f1e-
¢unnte CRTAP HacTynaer npeHaraibHasi CMEPTh HIIH
pebeHoK poxkaaeTcs ¢ Tsokenon hopmoit HO [26].

VIII Tumm — TsOKEIBIN TUI TEUSHHS, KIMHUYECKU
nono6eH Il Tumy HO, xapakrepusyercst ayToCOMHO-
PELIECCUBHBIM THIIOM HACJIECAOBaHMUs, CBSI3aH C MyTa-
nueit LEPREL. JluarnoctupyeTcs B nepuHaTaIbHOM
Bo3pacTe. XapakTepHBI TsDKENble aedopMaruu Ko-
CTel, Oesble CKIIEPhI, COMPOBOXK/IAETCS HOPMAJIbHBIM
JIEHTUHOTE€HE30M.

Takue Bapuanthl HO, Kak ocTeonopos-nceBio-
rioma, Bruck-cunapom, Cole-Carpenter cunpom,
HE BXOJST B BhIIIEYNOMsIHYTbIe THITBI HO.

CHUHAPOM 0CTEONOPO3-TICEBIOIIIMOMA BbI3BAH My Ta-
LUAMH B T'€HEe, KOTOPBIN KOAUPYET HU3KOH INIOTHOCTH
JIMTIONPOTENH-PENENTOP-CBA3aHHbI poTenH 5 (LRPYS),
KJIMHUYECKH MPOSBIISIETCS CIETIOTON U IOMKOCTBIO KO-
creil. Cunraror, uto LRPS5 npuHumaet yyactue B mpo-
mudeparun 1 1udHepeHITpOBKE 0CTE00IacTOB.

Bruck-cunnpom — ayTocoOMHO-peliecCHBHOE 3a-
OoneBaHue, KOTOPOE CBSI3aHO C MyTalUsIMH (hepMeHTa
TENONENTHTU3HIAT U IPOKCHIIa3bl KOCTHOTO KOJUIareHa
I tuna. ConpoBoxgaeTcs BpOXKI€HHBIMH CYCTaBHBIMU
KOHTPaKTypaMHU U JIOMKOCTBIO KocTeil [4, 5].

Cole-Carpenter cHHIpOM — TSDKENast IpOrpeccu-
pytomas popma HO, conpoBokaaeTcst MHOKECTBEH-
HBIMH KPaHHOCHHOCTO3aMH U 3aJI€PXKKOH pocTa.



O030pbI M peLeH3nn

Knunuueckasn kapmuna necosepuienno2o

ocmeozenesa

KimHnueckast kKapTiHa OXBaThIBAET IIUPOKUN CIICKTP

KaK CKeJIETHBIX, TaK H SKCTPACKETIETHBIX CHMIITOMOB.

[lepenomMbl MOTYT BO3HHMKATh BO BHYTPUYTPOOHOM

nepuoac, B MOMCHT POJAOB WJIM B IMMOCTHATAJIBHOM

niepuosie. MlHOTIa mepeioMbl HAYMHAKOTCS B BO3pacTe

7—-12 netr. Yame oTMedaroTcs epeoMbl Tuadru30B

JUTHHHBIX KOCTEH, pedep u kirounil. [lepemomser gare

6I)IBa}OT MonepeUYHbIMHU, MHOT/IAa — KOCBIMHU. MHuoxe-

CTBEHHBIE TIEPEJIOMBI OTHOM M TOH K€ KOHEYHOCTHU

MIPUBOASAT K €€ HEe3HAYUTEITHbHOMY aHATOMHUYECKOMY

YKOPOUYCHHIO M UCKpHBIEHUIO. OJHAKO HE TOIBKO

MIEPEIIOMBI SIBIISIIOTCS MPUYMHOM TeX TSHKEIbIX aedop-

MaIlHii, KOTOpbIe HAOIFOIAIOTCS Y ATHX OOJBHBIX. B nx

BO3HUKHOBEHHH H YCYTYOIIEHUH OOJBIIOE 3HAYCHHE

HUMCIOT CTAaTUKO-AUHAMHWYCCKUEC YCIIOBUSA U BBLIHYX-

JICHHOE IOJIOKEHHE, B KOTOPOM JTUTEIHLHOE BpeMsl

HaXOTUTCs OOJBLHOM.

DkcTpackeneTHble nposiieHuss HO mpoucxonsr B
JPYTHX OpraHax, KOTOpble CO/IepKar KOJIIareH:

* [a3a: TOHKHE roiyOble CKIIephl, CKIOHHBIE K TIep-
¢dopaunuy;

* 3yOBI: IPU TPOPE3BIBAHUHN OTYACTH MPO3padHbIE
1 OeclBETHbIC (KOPUUHEBATHIC), CKJIOHHBIC K BbI-
MaJIeHHIO;

*  YIIU: IIyX0Ta (OTHO- WJIH JABYCTOPOHHSIS ), BO3HH-
KaeT M3-3a MOBPEXKICHNUS KOCTeH CPEHETO yXa,

* Cceplle U COCY/Ibl: aHOMAJIMHU KJIAllaHOB CepJilia v
A0PTHI;

*  TIOYKH: KAMHH U TUIIEPKAIBIUEMUS;

*  KO)Ka: KeJIOMIHBIE PyOITBI TIOCIIE IOBPEKICHUN UITH
oneparui.

Juaenocmuueckue kpumepuu. IlanineHTsI ¢ ocTeo-
ITOPO30M HESICHOW ATHOJIOTHU W/WIH C MHOKECTBEH-
HBIMH TTepu(pEepUIeCKUMH TePETOMaMt JOJKHBI
ObITh 00cienoBanbl Ha npeamer HO. Mcecnenopanue
JIOJDKHO BKJIFOYATh: M3Y4YE€HHE CEMEHHOro aHaMHe3a,
OO0IIHI 0CMOTP, UCCIIEOBaHUE CITyXa, 00CIeIOBaHIE
I71a3 ¥ 3y0OB, 00CiieoBaHNe cepla.

I/IHCTPYMCHTELHLHBIC METOAbI UCCIICAJOBAHUA II0-
3BOJIAIOT BbIABIIATH I[e(bOpMaHI/II/I CKeEJIe€Ta, OCTaTOYHbIC
SIBIICHUS PEIBIIYIINX IIEPEIIOMOB U Jie(hOpMaITHii.

Jleuenue necosepuienno2o ocmeocenesa
Hensto neuenust 6onpubx ¢ HO siBnsiercs ymyu-
meHne (GU3NYecKod aKTHBHOCTH MAIlMEHTOB, YTO
BKJIIOYAET YMEHBIICHNE YaCTOTHI IEPETIOMOB, TIPEIOT-
BpallleHre pa3BUTHsI ieopMaIiii u KnuhocKoIro3a,
npenynpexaeHre CHUKEHNUS TTIOTHOCTH KOCTHOM TKa-
HH IIPY UMMOOMITH3aIIMH KOHEYHOCTH, & TAKXKe YITyd-
meHne GpyHKINOHATBHOW aKTUBHOCTH TAIMEHTA.
Jlo HemaBHETO BpeMeHH JiedeHue 60mpHBIX ¢ HO,
0COOEHHO JeTel, 3aKJII09aioCh B MPUMEHEHUN BH-
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taMuHOB A, [], C, MuHepanoB (aJIFOMUHUS, KaJIbIHs,
MarHus, pochartos, CTpOHIIUS, PTOPUIOB), TOPMOHOB
(KaJTBIIMTOHMHA, KOPTH30HA, 3CTPOTEHOB, AaHAPOTEHOB,
TUPOKCHHA), TPAHCIUTAHTAIIMK KOCTHOTO Mo3ra, 0o-
JICY TOJISIFOIIIUX CPEICTB JUTSL OOJIErYeHNUS] XPOHHYECKOM
0onu B KOHEUHOCTSX. OTAENbHBIE U3 3TUX METOIOB
HMEJH OTIPENIeIEHHBIN yCIieX, HO He BBIIEPIKai IIPo-
BEpKy BpeMeHeM. MHorma, A7si coXxpaHeHUs] BO3MOXK-
HOCTH MAIIEHTOM XOJMTh WU CTOSITh, BPAYH HCITOJb-
3YIOT METOJ] HHTPaMEeIyJUIIPHOTO OCTEOCHHTE3A.

Ilpumenenue bucgocghonamos npu Hecogep-
wennom ocmeoeenese. Ilockonpky HO — 310 60-
JIe3Hb, IPU KOTOPOW HAOIIOJAaeTCs BBICOKAs CKO-
pPOCTh pEeMOJIeTUPOBAHUS KOCTHOW TKaHH, HEO0O-
XOIMMO HCII0JIb30BaTh IpernapaTsl, KOTOpbIe ee
cHmwkatoT. K mocienaum otHocsT duchocdoHarsl,
KOTOpBIE BOCCTAHABIMBAKT HOPMAaJbHBIN OallaHC
MEXIy OCTE00JACT-OMOCPETOBAaHHBIM CHHTE30M U
OCTEOKJIaCT-OTIOCPEIOBAHHOM pe3oponumeii koctu [12,
14, 17, 25, 28].

Ha ceromus Tepanueii BbIOOpa sIBISICTCS paHHEE
npuMeHenrne OnuchocdoHaToB per 0s WM BHYTpPHU-
BEHHO Y TIAIIMEHTOB CO CPEAHETSKEIBIM U TSHKEIIBIM
TeueHueM 3aboieBanus [2, 7, 11, 22, 23].

B 1987 r. Devogelaer J.P. et al. BnepBbie mpoae-
MOHCTPHPOBAIIM yIy4IlIEHUEe KIMHUYECKOH U PEHT-
TEHOJIOTHICCKOM KapTUHBI ¥ 12-JIeTHETO MaIrueHTa ¢
HO nocrne nprMeHeHns MTaMUIpoHaTa B TEYEHUE To/1a
[36]. UccnenoBanusi, mpOBEACHHBIE 1O HACTOSIIETO
BpEMEHH, TOATBEP TN 3(h(HEKTHBHOCTH TPUMEHEHUS
aroro npemnapara [10, 11, 19,21, 25, 37]. Kpowme Toro,
oucdochoHaTh HA3HAYAOTCS MIIAJICHIIAM U MaJICHb-
KHM JIETSIM JUTS TIpeioTBpaleHus nocuencteuii HO.
CrnenoBarensHO, paHHee 1 XPPEKTUBHOE JISUSHHUE BO3-
MOJKHO B JTFOOOM BO3PAacTe,  OHO MOYKET YBEIUIUTh
JUIUTEIBHOCTD M YIYYIIUTh KA4eCTBO KHU3HHU.

Rauch F. et al. B 2002 1. mpencraBuiu pe3yabTraTbl
neuenud 45 nereii ¢ HO. U3-3a BO3MOXXHOCTH OTaa-
JICHHBIX TTOCIICICTBUH IPH JicueHNH OHcPochoHaTaMu
Rauch nmpuMeHM1 maMupoHarT JIUIIb Y TAIlMEHTOB ¢
TSKEIIBIM TEYEHUEM OOJIC3HH, U TOJBKO TEX, Y KOTO-
PBIX OBLTO OOJIBIIIE TPEX MEPETIOMOB 3a TOJT B TEUSHHE
MOCIeTHNX MBYX JIeT [38]. YV GonpImmHCTBA OOTBHBIX
obu1 111 momm IV tun HO nnm tsixenoe Teuenue npu |
turne. [ laMupoHar Ha3HaYaIIM TPU THS TOAPS;: B 103€
0,25 Mr/KkT B IepBBIi JeHb HH(Y3UU I TETei MITa/I-
me 2 neT 1 0,5 MI/KT Ha BTOPO# U TpETHi IeHb, a s
narueHToB crapiie 2 jet no 0,5 MI/Kr Bce Tpu JHSL.
ukiel nHGY3UHM TOBTOPSUTH KX IbIE 3 MecsIIa.

Uepes aBa rofa mociie Teparnvuy MaMUIpOHATOM
YBEJIMYNBAJIACH TOJIIIMHA KOPKOBOTO CIIOSl B TpeOHE
noJAB3OIIHOW KocTH. KauecTBO TpabekymsipHOit
KOCTH YJTyYIIIWJIOCH 32 CYET YBEIMUCHUS KOJIMIEeCTBA
Tpabekyn. [lamunpoHar yraeran peMoaenupoBaHue
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Puc. 1. U3menenns MIIKT y 9 mauuentos ¢ HO, kotopsie mpu-
HUMaH namuapoHar (rmtuposano 1o Plotkinet H. et al., 2000).
Kpussie 1, 2, 3,4, 5, 6, 7, 8, 9 nokaszsiBator nuHamuky MITKT
COOTBETCTBYIOIIETO MAllMEeHTa

ryouaroit KT, HO B MeHbIIe# CTETIEHU OKa3bIBa
BIUSTHYE HA KOMIIAKTHYIO KOCTb.

[TamuapoHar myTeM CHUKEHHUS TTOTTYJISIINH KIIETOK-
MIPE/IIIECTBEHHUKOB OCTEOKIIACTOB YIHETaNl pe3opo-
LMI0 KOCTH. Bo Bpems JieueHns: oTMedaaoch yrHeTe-
HUE OCTEOKIACTHYECKOW pe30pOIuu B MEPBUYHBIX
TpabeKyinax, yBeJIMUeHUE TUIOMAAN KaTbITH(PHUITHPO-
BAaHHOTO XpsIIIa.

Plotkin H. et al. coobmmnmn 06 ¢ dexre nuKIm-
YeCKOTO BHYTPUBEHHOTO NMPUMEHEHUS MaMUIPO-
Hara y 30 gereli B Bo3pacte 3—16 JeT C TSKEIbIM
tedeaueM HO [28]. [Tozxe 3TH ke HccleaoBaTenn
coobmmu 00 3 dekre neucHus emre 9 NarreHToB
miaaumie 3 net ¢ TsokenbiM Teuennem HO [39, 40].
ITamMmuapoHaT Ha3Ha4Yalu Ha NPOTSHKEHUW 12 mec.
[Ipemapar BBOAWIN BHYTPUBEHHO B TEUCHUE TPEX
nuei. [TanueHTsl npuHUMAaNK 3TOT Mpemnapar ot 4 1o
8 IIUKJIOB, KyMYJIATHBHAA 71032 cocTaBwia 12,4 mr/
kr. [TamMmuapoHaT Ha3Hayalu Kaxjple 6—8 Helelb,
MTOCKOJIBKY TPOIIECCHI PEMOJIEITUPOBAHUS U POCTa
KOCTU y MJIQJICHIICB BBIIIE, YEM Y JIIOACH CTapIIuX
BO3pAacTHRIX Tpynn. PeHTreHorpaduro mpoBOaMIH
JI0 HA3HAYEHMS Teparnuu 1 uepe3 6—12 mec jieueHus.
KoHTponbHYTO TPYIITy COCTaBHIIN 6 MAIMEHTOB TaKO-
IO K€ Bo3pacTa ¢ TsukeabiM TeuenueMm HO. Bo Bpemst
repBoii HHQY3UH Y TAIIMEHTOB HAOII0AaIOCh CHIKE-
HHE YPOBHS KaIblIus B KpoBH 10 1,8—2,1 MMoIb/1,
a Taxke TIOBBIIIEHNE B JIBa pa3a YpOBHA Maparrop-
MoHa. Ho B mocnenyionmx nUKiIax 3TH U3MEHEHUS
He OBLIM OTMEUYEHBI. Y TAaIMeHTOB IMOKa3aTellH
MHHEPaTbHOH TIOTHOCTH KocTHOW TkaHu (MIIKT)
Mo Z-KpUTEPHUIO JO JIeYeHHUsI ObUIM 3HAUYUTEIbHO
Huxe HopMEI (puc. 1). [Tocne npoBenenHoi Tepanuu
MIIKT (o Z-xputepuio) yBenuuuiack Ha 86227 %.
Ecnu y manimeHTOB /10 Tepanuy HaOIIoMaIiCh TSKe-
JpIe ie)opMaIiuy TeJl TO3BOHKOB, TO MTOCIIE JICUCHUS
TIOSIBJICHUSI HOBBIX Jie(hopMaIinii He 3apUKCUPOBAHO.
Kpome Toro, mmeno MecTo yBeIrnueHHE IUIOIAIN TeT
ITO3BOHKOB, B TO BpeMsI KaK y TTAIIHEHTOB KOHTPOJIb-
HOHM T'pymnIbl OTMEYAIOCh JI0CTOBEPHOE CHUKECHHE

9TUX TOKa3aTesei.

Bo Bpewms sieueHuns maMuIpOHATOM YMEHBIIHIOCH
YHCIIO TIEPEIOMOB, MJTF OHF BO3HUKAIN OT YMEPEHHOM
TpaBMbl. [lamMuapoHaT He HapyIIand pereHepaluio
KOCTH. bonb B KOCTAX Hcye3ana yepe3 Heeo Mocie
Hayaya Teparum.

Falk M.J. et al. (2003) Taxke MpUMEHWIH BHYTPH-
BEHHOE BBEJICHHUE TAMUIpOHAaTa y 6 AeTel Co CpeTHUM
u tsokensiM Teuenrnem HO [16]. Tsoxects Teuenus
OTIpe/IeTIsUIA TI0 KOJIMYECTBY nepeiomMoB (2 u Oonee
3a MPEIBIIYINANA TOf), TPU3HAKAM MPOTPECCUPYIO-
el gedopmanuu JUIMHHBIX KOCTeH WM B Cliydae
cHwkeHnss MIIKT Hmke Tpex cpenHekBaipaTHUeCKIX
OTKIIOHEHUH 11 BO3PACTHON HOPMEI Ha YPOBHE TI0-
3BOHOYHOTO cTonOa. Falk M.J. et al. Ha3Hauamm IUKITBI
BHYTPHUBEHHOTO BBeZIcHHUs amupoHara (“Novartis™)
ot 2 10 5 mecsues (B cpenuem 3,8 mecana). Kaxxnprit
IIUKJT COCTOSUT M3 BHYTPHUBEHHOTO 3-4aCOBOTO BBEIE-
HUS TaMUIpoHara (M3 pacyeTa: B IepBhIA JIeHb TIEPBO-
ro 1uKia jo3a Obiia ymeHsblneHa f0 0,5 mr/kr/c, B
TeUeHHE 2 MOCICIYOIUX JHEH cocTaBuia 1 Mr/kr/c).
[lomHas exxeromHas J03a MaMHUAPOHATA COCTABHIIA
9 mr/kT. Bee manueHTs! MpHUIepKUBAACH TUETHI, 000-
raleHHON KaJbliueM U BUTaMuHOM D. JloronHuTEeh-
HOE Ha3HauCHUE KapOOHATa KaJIbIUs HUMEJI0 MECTO Y
TeX TMAIMEHTOB, V¥ KOTOPBIX KOJIMYECTBO KAJBIUS B
MTUIIIEBOM PaIOHEe OBIII0 HIKE BO3PACTHON HOPMBI, 1
y T€X, Y KOTOPBIX YPOBEHb HOHU3UPOBAHHOTO KAJTBITHS
0BT HUOKE HOpMBIL. [locite Jtledenust maMupoHaToOM y
BcexX nanueHToB orMeueHo yBeanuenue MIIKT B mo-
SICHUYHOM OT/I€JI€ TIO3BOHOYHUKA, KOTOPOE B TEUEHHE
roga coctaBuio 48 %, 4To JOCTOBEPHO BBIIIE aHATIO-
TUYHOTO [TOKA3aTeJsl TPYIIIBI BO3PACTHOTO KOHTPOJISL.
Kpurepuii Z 3a ron yBenuuuics B cpeaHem Ha 1 SD
(mmamazon konmebanwmit 0,5-1,4) (P <0,03).

VY 6 manueHToB BO BpeMs Tepamuu MaMHUIApOHa-
TOM BO3HUKJIM HOBBIE TIEPETIOMBI U3-3a YBETUUCHHON
JIBUTATEIIbHON aKTHUBHOCTH peOeHKa M YMEpEeHHOH
WITH TSDKEJION TpaBMBl (HalpuMep, OT yaapa KyJIakoM
B CTCHY, MAJCHUS TSKEIOU KOPOOKHU WITH TaJICHUS
peOeHKa Co CTYIICHEK).

Takum o0Opa3om, Tepamus ¢ HCIMOIb30BaHUEM
BHYTPHBEHHOTO BBEIEHHUS MaMUAPOHATA y JETEH C
HO cnocoOcTBOBaa yBEJIMYCHUIO MUHEPAIbHOM
MJIOTHOCTH KOCTHOU TKAaHU B MOSCHUYHOM OTIEJE
MO3BOHOYHUKA, CHM)KAJIA CKIIOHHOCTH K TepelioMaM
MIPY MUHAMAJIBHOH TpaBMe, yIydIiana MOOUIFHOCTh
ManyueHTa, yMeHbIana 00jb B KOCTAX, yiIydiiaia
Ka4eCTBO >KU3HU MALUEHTA.

Cheung M.S., Gloreiux F.H., Rauch F. 8 2009 roxy
COOOIMIN O pe3yNabTarax JeUeHHs] MaMHUJAPOHATOM
naruenToB ¢ VII tumom HO [21]. [Tockombky 3TOT
BapHaHT 0OJIC3HU MATOTEHETHYSCKU OTIUYASTCS OT
[-IV Tuna u He cBsa3aH ¢ marojorueii I Tuna kosare-
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Puc. 2. Pesynbrarhl peHTTeHOMOP()OMETPHUUECKOTO aHAIU3a
6osbHOTO b.

Ha, OBIIO HEU3BECTHO, OKAXKETCS JI TIperapar CToJb
ke dPPeKTUBHBIM, Kak U mpu Apyrux tumax HO.
I'pynmoit cpaBHenus cranu nauueHts! ¢ I, I u IV
tunioM HO. Pe3ynbrare! jieueHust ObITH aHAJIOTHYHBI
JIeueHHIo y nanueHToB ¢ mytauuei rena CRTAP wu
0e3 Hee.

23-26 utons 2009 1. B KemOpumxke (Benuxo-
Oputanus) npoxoauina I[lstas MexayHapoaHas
KoH(epeHuus «310poBbe KocTh y aeteid» (Children’s
Bone Health). bonemoe Baumanue ynensiocs HO:
€ro MaToreHe3y, MUAarHOCTHKE U JICUCHUIO. Y UCHBIC
(Castro L.S. et al., Crabtree N.J. et al., Menezes-Filho
H.C. et al., Alcausin M.B., Elazabi A.) npencrasuimm
paboThI, B KOTOPBIX MOoKa3aHa 3()PEeKTUBHOCTE Tepa-
MUY TTAMHUJIPOHOBOM kucmotoit y nereit ¢ HO [6, 23,
12, 14, 17].

Ha 6aze otmemna knwHWYeCKOW (HPU3UOIOTHH U
[1aTOJIOTMU KOCTHO-MbIIIeUHOU cucteMbl ['Y «UH-
cTUTYT reponTosoru AMH YkpauHbD» MPOBOINTCS
neueHue 0onbHBIX ¢ HO pa3smuyHbIX BO3pPacTHBIX
rpymi. [IpeacraBnsiemM pe3ynbTarhl JISUSHUS OIHOTO
13 MAI[UEeHTOB.

Bonbroii b., 22 rosa, poct 158 cm, Macca 100 kr. 2Kano6b1 Ha 00316
B JICBOM IIIEYEBOM CYCTaBe, Ta300€IPECHHOM 1 KOJIEHHOM CyCTaBax
cnpaBa, 6o1b B crinHe. 13 anamHesa. boseet ¢ nercrsa. [lepBblit
[IepeJIOM pa3BUIICA B 3 Mecsla dKU3HU — IIpaBasi IleueBast KOCTb.
B 6 mer — mepenoM B JUCTANbHOM OTJENE JIEBOH IIEUEBOH
KOCTH, MOCJIE Yero MOCTaBIEeH JUAarHo3 — HECOBEPIICHHBIN
ocreorenes. C 7 JIeT eXerogHo y 60JIbHOT0 OBLIO IO OHOMY-/Ba
HHI3KOPHEPTeTHIECKHX MepesioMa OeIpeHHOM KOCTH, Jallle MpaBoi
KoHeuHOoCTH. [locneqHuii nepenom npon3ores Tpy rojia Hazaml —
repenoM mpaBoii 6eapeHHON kocTh. [lanueHT nmepruoanvyecKu
MIPUHMAMAJ HECTEPOUIHBIE TPOTHBOBOCTIAIUTENILHEIC IIPETapaTsl
U Ipenaparsl Kaibius. HacineacTBeHHOCTb: y Jiefia M OTIia Heco-
BEpLICHHBIN OCTCOTCHE3.

W3 ucropun 601e3un. Ha 60K0BO# peHTreHOrpaMMe TPy JHOTO
OT/Iea MO3BOHOYHHUKA OMPENeNsieTCs BhIPaKEHHBIH 0CTEOIo-
PO3 CO CHIDKEHHEM BBICOTHI U JIe(OpMAIUIMH TeJ MO3BOHKOB.
Crnonunoaprpo3. Ha 6okoBoi#t peHTreHorpaMme MOSICHHYHOTO
OT/Ie1a TO3BOHOYHHKA ONPE/IeNAeTCs BhIPaskeHHbIH 0CTE0nopo3
CO CHMKCHMEM BBICOTBI Te€J IO3BOHKOB U KOMIIpeCCHEH Tena
no3BoHKa LI. COD — 12 MMm/4, ypOBEHb KaJblUs B CBIBOPOTKE
KpoBH 2,0 MMOJIB/IL.

[To pesynbraram 00cCiIeOBaHMST METOJOM JBYXIHEpreTHYe-
CKOM PEHTI€HOBCKOH a0COPOLIMOMETPHH YCTAaHOBICHO CHIDKCHHE

Puc. 3. Jlunamuka nokasarejaeidl MUHEpaJbHON IUIOTHOCTH
KOCTHOM TkaHu OosibHOTO b. Ha (oHE JIeUeHHS MpemapaToM
«[Tamupen»: a) Ha ypoBHe Tena mo3BoHka TXI; 0) Ha ypoBHE
Tena nozsonka LII

MoKa3areleil MUHEPAIbHON TUIOTHOCTH KOCTHOM TKaHU BO BCEX
OTZEeNaxX CKeleTa:
—  MOACHWYHBIA OTAEN Mo3BoHOuHMKA: BMD 0,697 r/cm?,

T-noxkasarens (-4,0), Z-noka3arens (-5,2);

— Genpennas kocts: BMD 0,716 r/em?, T-mokasarens (-2,3),

Z-noxka3zarens (-3,2);

—  cpensis TpeTh npeariedbs: BMD 0,550 r/cm?, T-mokaszareb

(-2,3), Z-noxazarens (-2,3);

— Bech ckener: BMD 0,936 r/cm?, T-nokaszatens (-2,4),

Z-nokazarens (-3,9).

Ilo pesynapraramM peHTreHOMOP(HOMETPUUECKOTO aHAIH3a
YCTaHOBJICHA KIMHOBUAHAs Acdopmarius Tena mo3sonka TXI,
JIBOSIKOBOTHYTHIC nedopmanmu Ten no3sonko TXII, LI, LII,
LII (puc. 2).

Jlnarno3: HecoBepieHHbIN ocTeorenes [V tuma.

IToce cooTBeTcTBYIOIIEH KOPPEKIIMH YPOBHS KaJIbIUS B
CBIBOPOTKE KPOBH MAIMEHTy Ha3HAYCHO BHYTPUBEHHOE Kalelb-
Hoe BBejeHue npenapara «[lamupen» B mo3ze 30 mr, JBaXKbI C
uHTepBasIoM 3—4 HS (CyMMapHast 103a 3a OIUH Kypc — 60 MT).
Kypc nedenns noBTopuin B TeUCHHUE TO/1A TPIIKIBIL.

ITo pe3ynbraTam KOHTPOJILHBIX UCCIIEIOBAHUN MUHEPATbHON
IDIOTHOCTU KOCTHOHM TKaHH BO BPEMsI ITPOBEICHUSI TIOBTOPHOTO
Kypca JI€4eHHUs] YCTAaHOBJICHO yBEIUYEHHE MOKa3aresieil MHHe-
paJIbHOW IUIOTHOCTH KOCTHOM TKAaHU Ha YPOBHE MOSICHUYHOTO
oTJ/IeNa TI03BOHOYHUKA, BCeH OCJIPEHHON KOCTH, CpEIHEH TpeTH
npenmieybs (puc. 3 a, B, T), a TaAKXKe JOKAJIFHO Ha YPOBHE IO-
BPEKICHHBIX MIO3BOHKOB (puc. 4 a, 0).

Taxum obpazom, Tepanus Ouchochonaramu ma-
muentoB ¢ HO sBnsieTcs MeanKaMeHTO3HO-3(dek-
TrBHOU. Hanbosee mupoxo mpuMeHsIeMbIM ITpemnapa-
TOM M3 3TOW TPYIIIHI sABJIsieTcs namuapoHar. [lamu-
JPOHAT B3pOCIBIM HAa3HAYAIOT B J103€ 7,5 MI/KI/TOA C
uHTepBaIOM 4—6 Mec [29].

Cxema nmprMeHEeHUs MaMUpOHaTa y AeTel mpe-
CTaBJieHa B Ta0. 3.

[IpencrapisgeM anropuTM Ha3HauUCHHS AMUIPO-
HaTa y MAIlMeHTOB C HECOBEPIIEHHBIM OCTEOTEHE30M
(puc. 5).

BezonacHoCTh JeUeHNsT TaMUIPOHATOM €Ile JI0
KOHIIa He n3y4yeHa. OH C OCTOPOKHOCTHIO JOJKEH
Ha3Ha4YaThcs JETSAM, MOJPOCTKAM, a TaKXKe KEHIIU-
HaM, KOTOpbIE COOMPAIOTCS] UMETh JIETEH, IIOCKOJIbKY
HEU3BECTHO, KaK Oy/IeT BIUATH MpenapaT Ha IO/ BO
BpeMsi 0EPEMEHHOCTH.

[Ipemapar mocie BBEJCHHS HAKANIUBACTCS B
KOCTSIX W BBIBOAMTCS M3 HHUX Ha MPOTSIKEHUU He-
CKOJIBKHUX JIET.
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Puc. 4. [Tokazarenu MUHEpalIbHON IUIOTHOCTH KOCTHOW TKaHU
00spHOTO b. B pasniyHbBIX yuacTKax ckenera Ha poHe KypcOBOTO
JICUEHUS TTAMUPOHOBOM KHUCIIOTOM: a) MOSCHUYHBIA OTIEIN I10-
3BOHOYHUKA; 0) BECh CKEJIET; B) BCsl O€IpEHHAsI KOCTB; ') CPeTHSIS
TPETh MPEAIICYbs

[ToGounsrit adgdext 6uchochonaron. Ilepras
nHQY3HS Ipernapara MOKET COMPOBOXKAATHCSI OCTPOI
peakuuel Ha BBEICHUE — JIMXOPAJKOM, PBOTOM, ChI-
bt0. CUMITOMBI TIPEUMYIIIECTBEHHO BO3HUKAIOT B
niepBbie 12-24 vaca W CHUMAIOTCSI aHTUITHPETUKAMI.
VY rpynsbix gereit ¢ TsokensiM HO Ha (oHe BBeeHuS
JICKapCTBa MOTYT BOSHUKHYTh OCIIOKHEHUS CO CTOPOHBI
JIBIXaTeNbHBIX IyTe — PEeCIUPATOPHBIA TUCTpECC-
cuaapoM [32]. Takxke MOKET HAOTIONATHCS THTIOKAITh-
LIUEMUST; KaK TIPaBIIIO, OHA BO3HUKAET BO BPEeMsi IIEPBOI
nH(Y3UU B TIEpBBIC TP JHA. [ mpenynpexieHus
THITOKAITFIIMEMHUH Tiepe]l HazHadeHneM onchocgoHna-
TOB HY>KHO OTIPE/ICITUTH YPOBEHD KAJBITHS 1 BATAMHUHA
D B mna3zme kpoBu.

Kaxxaplit nuki Tepanuu OCTaBISIET HA PEHTICHO-
rpamMMe TIOJIOCKY CKIIep03a KOCTH, KOTOPast CTAHOBUTCS
MEHEe 3aMETHOM MPH OTJAICHUH OT 30HKI pocTa [35].

Tabdauna 3. Cxema IpUMEHEHUs IaMUAPOHOBOM KUCIIOTHI y JeTel
(Plotkinet H. et al., 2000) [4]

Bospact Hoza Yacrora BBEACHUS
Memnbie 0,5 Mr/Kr B IeHb TPU KaxJIpIe 2 Mecsa
2 et MOCJIEAYIOIIUX JHS
2-3 roga 0,75 Mr/kr B ieHb TpH KaxJpIe 3 Mecsa
MOCTIEAYIONIHNX JTHS
Crapie 1 MI/KT B fieHb TpH Kaxaple 4 mecsa
3 et MOCJIEAYIOIUX JHS,
MaKcUMasbHas 103a 60
MI/IEHb

[pumMedanue: Bo BpeMs epBoi HH(PY3HUHU MIEPBOTO LUKJIA JTCUSHHS
rnamype] Ha3HayaroT TOJIbKO B [IOJOBUHHOM 03¢

Cpennersikenoe 1
TAKEIIOC TCUCHHUEC
3aboneBanns?

MeukaMeHTO3Has
Teparnus He
Ha3HAvaeTCs

1a

Tpu TpeX THEBHBIX LUK
TIaMHUIpOHATa B TOJ

4YeThIpE roa

[ Eme pebeHok pacrer?

-

BO3HHKAIOT JIH IEPEIIOMBI,
60I1b, HapyIICHHE MOTOPHOH
dvakmm v neberka?

OcTaHOBHTB
Tepanuto
MaMHAPOHATOM

O6cneoanne
Kaxkzbie 6 Mec

1a

CTano Jn nauueHTy
KIHHAYECKH Xyxke?

\ 4

Iponomxkenue Tepanuu
TaMHUIPOHATATOM

IMpoucxoaut mu
cumkerne MITKT?

Puc. 5. AnropuT™ HaszHaueHHs NMaMHIPOHATa y MAIMEHTOB C
HECOBEPUICHHBIM OCTEOI€HE30M

Ha ¢one neuenus oucpochonaramu ormeyaercs
IUIOX0€ 32)KUBJIEHUE KOCTHOM TKaHM I10CJIE OCTEO-
ToMUH (HO He mocye nepenoma). [losTomy B cirydae
JIeYCHUS TALMEeHTa IAMUAPOHATOM OCTEOTOMHIO Clle-
JIyeT BBIMOIHATH HE paHee, yeM yepes 4—6 Mec mocie
3aBeplICHUs Kypca JIeUeHUsl, 4TOObl HE HapyIINTh
(dbopMupoBaHKE KOCTHOTO pereHepara.

Takke OTMEUEHO HECKOJIBKO CIy4aeB BO3HUKHO-
BEHHSI OCTEOHEKPO3a YETFOCTH Y B3POCIIBIX BO BPEMsI
Tepanun ouchocponaramu. OgHako He 3aUKCHPO-
BaHO HU OJIHOTO CJTy4Yasi OCTEOHEKPO3a YEIOCTH HITH
HapyIlIEHUH 3aKUBJIEHUSI KOCTH Yy JeTel (uccieno-
BaHuA mpoBoawiIn B Montreal Shriners Hospital B
1992-2007 rr.

Hy’XHO NOMHUTB, YTO pelIeHHEe O Ha3HAuYE€HUHU
ouchochoHaroB 1eTIM MPUHUMACTCS ONBITHBIM I1e-
JIMaTPOM BMECTE C POIUTENISAMH, U JOJIKHO OBbITH 010~
OpeHO KOMHUTETOM OHOATHKH OONBHUIIBEL. HeoOxomumo
HOJIY4UTh TOKYMEHTUPOBAHHOE COITIACHE POANTENCH
Ha nedenue ouchochonaramu.
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