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HecoBepuieHHbIN OCTEOreHe3 — HACNEeNCTBEHHAA AMCIUIA3NA COENMHUTENbHON TKaHM, /A KOTOPOJ XapaKTe€pPHbI
XPYIKOCTb KOCTeil U fedopManuy KOHeYHOCTelt. IIoMIMO OCHOBHOTO ayTOCOMHO-ZOMMHAHTHOTO IyTH HaclefoBa-
HUS OOHapy>KeHbl ayTOCOMHO-pelleccuBHble U X-CBA3aHHBIe GOpPMBL. B 85 % cinydaeB MyTaluy BO3HMKAIOT B Te-
Hax COLIAI n COL1A2, 4To IpUBOAUT K KONMYECTBEHHBIM UM KayeCTBEHHBIM M3MEHEHMAM CUHTe3a KOJJareHa
1-ro Tuma. B ocrampHbIX cinydas 3aboneBaHMe pa3BMBAeTCA B pe3y/IbraTe MyTallMU B IeHaX 0€IKOB, YY4aCTBYIOLIMX
B IOCTTPAHC/IALVIOHHON MORU(MKAIUY, IPUCOeNUHEHNN aepoHa, GOIAVHre Y CIIMBAaHUU KOJUIareHa. BruIABieHue
HOBBIX MEXaHM3MOB Pa3BUTUsI HECOBEPILIEHHOTO OCTEOTeHe3a IPMBeNIO K paciiupenuio kmaccudukanun Sillence, cos-
[aHMIO TeHeTUYeCKON Klaccu@yKaimy, BKIIOYAollell Bce U3BECTHbIE TUIBI HECOBEPILIEHHOTO OCTEOreHe3a, KOTOPBIX
Ha JJaHHBI/I MOMEHT HacYMThIBAETCA BOCEMHaplaTh. JledeHne manmeHToB ¢ HO ocTaeTcs cMMNITOMaTHYECKMM U AB-
NAeTCA CTIOXKHOM 3ajadelf, Tpebyolell KOMIIEKCHOTO MYIbTUAVCIMIUIMHAPHOTO mopxofa. OCHOBHOe HaIpaBiieHNe
JIEKapCTBEHHOJ Tepally 3aK/I0YaeTcss B NMpuMeHeHUM 61ucocdoHaToB, KOTOpbIe IOBBIIAIT MUHEPAIbHYIO IIIOT-
HOCTb KOCTU. B JlaHHOII cTaTbe IpefcTaBIeHbl M Jpyryie IPYIIIbL IIpenapaTos, 3¢ eKTVBHOCTb KOTOPBIX IIOKA M3yda-
eTcst. Xupyprudeckoe jedeHne mepeioMoB 1 AedopManuil KOHeYHOCTel YAy4IIaeT Ka4eCTBO XXM3HY IAIMeHTOB, XOTs
U CONPOBOXKMIAETCS YACTBIMU OCNIOKHeHUsAMHU. OcTaeTcsi MHOXECTBO BOIIPOCOB OTHOCUTENIBHO BbIOOpA MEXMY Tele-
CKONMYECKVIMU ¥ HeTeTeCKOMMYeCKUMY (puKcaTopaMu. PeabMInTal[OHHas Tepamus UIpaeT OrPOMHYIO POJIb B BOC-
CTAHOBJIEHMN [IBUTATEIbHOM aKTMBHOCTY HALMEHTOB IIOC/IE IIEPENOMOB M OIepalyii.

KnroueBble c10Ba: HECOBEPIIEHHDII OCTEOreHes; KO/UIareH 1-ro Tuma; mepenom; gedopManus; MUHEPaIbHAS IUIOT-
HOCTb KOCTHOII TKaHU; 61chOCOHATEI; MYTbTUAUCLIUIUINHAPHBIN TTOAXOM; TeIeCKOMUYeCKIil (PUKCATOP; OCTEOTOMIUS;
peabunuranus.
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Osteogenesis imperfecta (OI) is a heritable bone dysplasia characterized by bone fragility and long bone deformities.
Approximately 85% of OI cases are caused by dominant autosomal mutations in the type I collagen coding genes
(COLIAI and COLIA2), which affect the quantity or structure of collagen. The remaining percentage of cases is caused
by mutation in the proteins responsible for posttranslational modification, processing and crosslinking of collagen, bone
mineralization, and osteoblast differentiation. In the past decade, new recessive, dominant, and X-linked inheritance.
As a result, new types of OI were added to the Sillence classification, and a new genetic classification consisting
of XVIII types is formed. Treatment of patients with OI is a complex task which requires a multidisciplinary care.
Pharmacological treatment is based on bisphosphonate treatment, which increases the bone mineral density. In this
article, we will describe other approaches in which the effectiveness is studied. Surgical treatment of the fractures and
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deformities of the extremities showed a positive effect on the patients’ quality of life, despite existing complications.
There are a lot of debates about the choice between telescopic and non-telescopic fixators. Rehabilitation plays huge

role in the recovery process after fracture and surgeries.

Keywords: osteogenesis imperfecta; collagen type 1; fracture; deformity; bone mineral density; bisphosphonates;
multidisciplinary approach; telescopic nail; osteotomy; rehabilitation.

BBeaenue

Hecosepuiennsiit octeorenes (HO), nnn 60-
ne3up JlobureitHa — Bponuka, — 310 eHOTUINYE-
CKM VI TEHOTUIIMYECK) IeTepOreHHas Hac/leCTBEHHASA
AVCIUIA3UA COeNMHNUTENbHON TKaHu [1]. Bcrpewyaercs
y 1:10 000-1 : 20 000 HOBOpOXX/IeHHBIX. B 0ocHOBHOM
00/1e3Hb HAC/IEAYeTCS MO ayTOCOMHO-IOMUHAHTHOMY
ITyTH, HO BBIABJIEHBI PeliKIie ay TOCOMHO-pelleCCHBHBIE
¥ CBSI3aHHBIE C X-XpOMOCOMOII (popMbI 3a00/IeBaHMA.
B 85 % cmy4yaeB 3aboneBaHMe BO3HMKAET B Pe3yilb-
Tate MyTauuyu B reHax COLIAI u COLIA2, orBeya-
IOIVX 34 CMHTe3 KOJ/UIareHa 1-To THIa, B OCTa/IbHBIX
C/Iy4asiX OHO pa3BUBAETCS M3-3a MyTalUil B I'eHax
0€/IKOB, OTBEYAIOIUX 3a PETYIALUI0 CUHTe3a KOJ-
jareHa, GopMUpOBaHUE KOJ/IATEHOBBIX BOJIOKOH
1 QyHKIMOHMpPOBaHMe 0cTeo6macToB. OCHOBHBIE CKe-
JIETHBIE TIPOSIB/ICHNS — YacCTble IIePe/IOMBI, IIPOTpec-
cupyiouye fedopManuu JIMHHBIX KOCTeil, pebep
Y TIO3BOHOYHMKA, HapyllIeHNe pOCTa, IUIep3IacTud-
HOCTb CYCTaBOB, MbllleyHas cmaboctsb [2]. K ocHoOB-
HBIM BHECKEJICTHBIM IIPOSIB/ICHMAM OTHOCSTCS HeCco-
BEpLICHHBIN ICHTMHOTeHe3, I3MEHEHHBIIT LIBET CKIIep,
KOH/IYKTMBHBIE MM HENPOCEHCOPHbIEe HapyIIeHNUd
cnyxa [3]. Cpeay pemKux NpOSBIEHUI CUCTEMHOTO
XapakTepa 3a00/eBaHUA MOXHO Ha3BaTb M3MEHEHMsA
CO CTOPOHBI CEpAeYHO-COCYAUCTOI (pacmmpeHne
KOPHsA aOpThl, KIallaHHble HApPYIIEHNUA) M JbIXaTeNlb-
HOJT cucteM [4].

ITUOAOIMS U NATOreHe3

3aboneBaHue pasBUBaeTCsA B pe3yabTaTe Ha-
pYLIEHNA CHHTe3a KojlareHa l-ro tuma. Kommaren
1-TO TUIIa — OCHOBHOM 0O€/I0K MEXK/IETOYHOTO Belle-
CTBa B KOCTAX, KOXe U cBA3Kax [1, 5, 6]. OH cocTas-
JsIeT IPUMEPHO TpeTb Bcero Oenka B opranusme [7].
ITpencraBsieT o060t TPOVIHYIO CIIMPaib, COCTOALIYIO
U3 JBYX pro-al-mereit M OfHONM pro-a2-uemnu, KOTo-
pble cuHTesupyroTrca us renos COLIAI u COL1IA2
COOTBETCTBEHHO.

B pesynbrate MyTanuil M3MEHEHHas O-Lelb Me-
JIeHHee NPOXOAMT Ipoluecc (OJNAMHIA, U3-32 ITO-
ro (epMeHTBI, OCYLIeCTB/ANINE MOCTTPAHCIALM-
OHHYI0 MOAM(UKALNIO, NONbIIe B3aMMOJEICTBYIOT
C O-IIeTIBI0 ¥ HApYIIAKOT ee CTPYKTYpy [8]. DTu mame-
HEeHNA BefyT K HapyLUIEHNIO 3K30LMTO3a Y CHIVBaHUA
MOJIEKY/I KO/JIareHa B (puOpMIIIbI, YTO MOXET NpU-

BOOVUTH K BK/IIOYEHMIO MeXaHM3Ma amonrosa [3, 6].
B pesynbrare 9TMX uMaMeHeHUit GOPMUPYIOTCS aHO-
MajibHble KOJI/TareHOBble BOTIOKHA, 13-32 KOTOPbIX Ha-
pYyLIaeTcs apXUTEKTOHVKA KOCTHOM TKaHuU. BeposTHo,
3TV HpPOLECCHl BAUAIOT U Ha peMOfie/IMpOBaHue KO-
ctu. Y manueHTtoB ¢ TsbxensiMu gpopmamu HO komm-
4eCTBO OCTEOK/IACTOB 1 OCTe00/IaCTOB yBelIN4NMBaET-
Csl, YTO CBUJETENBCTBYET 00 YCKOPEHUU IPOLIecCOB
peMopenupoBanus Koctu [9].

[Ipubnusurenvao B 85-90 % cnyuaax HO
00yC/IOB/IEH ayTOCOMHO-IOMMHAHTHBIMU MYTaIU-
amu B redax COLIAI u COLIA2 [1, 3, 5, 7]. Otn
MYTal[uy BBI3BIBAIOT KOJTMYECTBEHHBIE VM KauyeCTBEH-
Hble M3MeHeHUs KojrareHa 1-ro tuma [6]. Kommue-
CTBeHHBbIe JlepeKTbl 00YCIOB/IeHbl (HOPMUPOBAHIEM
HYJIEBOI aJUIeN, TIPY 9TOM CTPYKTypa KO/IareHa He
M3MEHAETCA, a eT0 KOINYeCTBO CHIDKAETCS BBOE, Te-
4yeHye 3a00IeBaHMA B 3TOM CiIydae jerkoe [1, 6, 7].
KavecTBeHHbIe flepeKThbl BbI3BAaHBI 3aMEHON I/IMIVHA
Ha aMMHOKIC/IOTY OOJBILEro pasMepa, 4TO BJI€YeT 3a
co6oit HapyueHue mpouecca GpOpMUPOBAHUA TPOIl-
HOIl CIIMpany ¥ CTPYKTYpHbIE M3MEHEHNSA MOJIEKYIIbI
HnpokojutareHa 1-ro tuma [3, 6].

3a mocnenHue 15 jeT B pe3ynbTaTe M3ydeHUS
reHoMa 60npHBIX HO OBIIM yCTaHOB/IEHBI HOBBIE
IPUYMHBI Pa3BUTUA 3a00/leBaHNA: MyTalluu B re-
Hax 0e/IKOB, YYacTBYIOIUX B INOCTTPAHC/IAVIOHHO
MopauduUKauuy, MPUCOEAVNHEHUN IIanepoHa, (oi-
AVHTe ¥ CIIMBaHuM KojareHa. O6Hapy)XeHue HO-
BbIX T'€HOB 3HAYUTENIbHO YIYYLINIO IIOHUMAaHNe
KJIETOYHOTO ¥ OMOJIOrMYecKOro IaToreHesa pas-
sutusg HO [9]. ¥ 6onpabix HO Takke HaifmeHbI
U3MeHeHMs U B Ipolecce GopMMpoBaHUA KOCTHOI
TKaHU, KOTOpbIe CBSA3aHBI He C KOJ/UIareHOM, a C Ha-
pYLIeHNeM MMHepaausanum Koctu, aupdepeHunn-
pPOBKUM ¥ (YHKIMOHMPOBAHMA OCTeoOmacToB. boimm
BBISIBJIEHBI ayTOCOMHO-pPelleCCHBHBIE, X-CBA3aHHbIE
U IOIO/HUTETbHbIE ayTOCOMHO-TOMIHAHTHBIE ITyTH
HacnegoBaHusA. B 2000 r. 6pita oOHapyKeHa Iep-
Bas, He CBSI3aHHAsA C CMHTE30M KOJIJIar€Ha MyTalusA
B reHe IFITM5 ¢ ayTOCOMHO-JOMUHAHTHBIM ITyTeM
HacnegoBanus [5, 10, 11], mis KOTOPOJI XapaKTepHbI
obpasoBaHMe IUNepTpoPuUIecKoit KOCTHON MO30/1U
u occuuKanusa MeXXKOCTHON MeMOpanbl. B 2006 T.
R. Morello et al. omicanu nepsyro Myrauuio ¢ ayro-
COMHO-PeLIeCCMBHBIM IIyTeM HAac/lefloBaHUsS B TeHe
CRTAP [12]. Ha maHHBII MOMEHT M3BECTHO 18 reHOB,
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MyTaluy B KOTOPBIX IPUBOAAT K (PEHOTUIMNYECKIM
nposasneuaM HO. Hapyumenne mocTTpaHCIALMOH-
HOJ MopMUKay Ko/jIareHa, feeKT U POKCUTIN-
poBaHus BoI3biBaloT renbl CRAPT, LEPREI, PPIB; Ha-
pyureHre GpopMMPOBaHMA KOCTHOM TKaHU M MMHepa-
musatuu — IFITM5, SERPINFI; nedekT oTiienieHus
T€PMUHA/IBHOTO IponenTtufa — BMPI; HapylieHue
B3aMMOJIEMICTBUS C LIAIlepOHAMM M CIIMBAHUA KOJ-
nmareHa — SERPINHI, FKBP10, PLOD2; napyuieHue
nudepeHIMpPOBKY U PYHKIMOHMPOBAHMA OCTe00/1a-
ctoB — SP7, TMEM38B, WNTI1, CREB3L1, SPARC,
MBNPS2. O6napyxxeHo 6onee 1500 myraimii, Bce
OHU 3aHeceHbI B 0a3y fgaHHBIX BapuabenbHocty HO.

Kaaccudpmnkaums

ITepBas xmaccudpukanus HO 6bra mpepmoxxeHa
D.O. Sillence B 1978 r., 0Ha OCHOBBIBAJIACh Ha KJIN-
HUYECKMX U PEHTI€HOJIOTMYECKUX JIAHHBIX, a TaKXKe
Ha mytu HacnepoBaHus. Sillence Beimenun gersipe
THUIIA U IPUCBOMI KaXAOMY puUMCKylo uudpy [13].
Tuner HO npoHyMepoBaHbl B TOM HOpsAAKE, B KOTO-
poM ObIIM BIlepBble OINMCaHBL. Bce oHM 0bycnoBie-
HBI ayTOCOMHO-ZOMMHAHTHBIMY MYTaLVsAMM B T'eHaX
COLIAI u COL1A2, oTBevawImuX 3a CUHTE3 KOJI-
nareHa 1-ro Tuma. TedeHyue 60/Ie3HM MOXXET CUIBHO
pasninyaTbcad — OT JIETKOTO IO ITepMHATaJbHO JIe-
Ta/IbHOTO Mcxopa [2]. Tumbl pacnpeneneHsl 1o TsKe-
ctu tevennd Tak: I < IV < III < II. OgHako MHoOrue
aBTOpBL OTMevaroT, 4yTo A1 HO xapakTepHa cuibHas
Bapnabe/bHOCTD IPOSIB/ICHMIT HaXke B Ipefenax Of-
HOTO THUITA U OfHOi cembu [1, 3, 7, 14]. Ha manubIin
MoMeHT Knaccudukanys Sillence vare Bcero ncmnosns-
3yeTcsl B KIMHMYECKON NpPaKTUKe.

I Tum — camas nerkas ¢opma, [ Hee Xapak-
TepHBI YacTble NEPeNOMbl, CHHIE CKIEphl U Hapylle-
Hue cnyxa. IlepeoMbl MOABNATCA B paHHEM BO3-
pacTe, Korga pe6eHOK Ha4MHAET XOAUTb, UX YacTOTa
CHIDKAeTCs IMOC/Ie 3aBeplieHMs pocra. Jedopmanym
KOHEYHOCTell BO3HMKAIOT PEIKO, YacTO y MalMeHTOB
HOPMaJIbHBI pOCT. HecoBeplleHHDbINI NeHTUHOTEHES3
BCTpeYaeTcs PefiKo.

II Tum — mnepuHaTanbHO NeTanbHasA Qopma;
c Hambosee TSKENBIMY IPOSABIEHUAMY, €CNIU pe-
0eHKy yAaeTcsi BBDKUTb B pojax. MHOXXeCTBEHHBIE
IIepe/IOMBI BBIABJIAIOT Y)Ke Ha BHYTPUYTPOOHOM 3Ta-
ne. KoHeYHOCTN OOBIYHO KOPOTKME M MMEIOT AYTo-
obpasuble fedopmannu. LBer ckirep cMHMIT UMK Ce-
pbifi. CMepTh HacTymaeT BCIeACTBME JbIXaTelIbHOI
HEJJOCTAaTOYHOCTHU 13-3a Ma/IeHbKOIl TPY/JHOI KIETKM,
HepeloMoB pebep U THEBMOHUY, CBSA3aHHOI C KOJUIA-
reH-aCCOLMMPOBAHHO aHOMa/Mell CTPOEHUs JIeroy-
HOJ TKaHu [4].

Hnsa III Tnma XapakTepHbI IPOrpeccUpyoIINe fie-
dopmanum KoOHeYHOCTell. Bo/lbHBIE EPEHOCAT COT-

HII TIepe/ioMOB B TedeHMe Xus3Hu. Popma nuiia yacto
TpeyroybHasi, ¢ BBICTYHAOIMMY JIOOHBIMY Oyrpamu,
CKJIepBI CHMHETO WM ceporo IBeTa. OTMeYaloTCs Tak-
JKe HeCOBEpILIEHHBINl TEeHTVHOTeHe3, KOMIIPeCCHs Tell
II03BOHKOB, CKO/MNO3, Iarnbasus. PocT manueHTOB
O4YEeHb MAJIEHbKUIL.

IV tun — cpepHeit crenenn tsxectu. Yacrora
IIepe/IOMOB MCUUCTIAETCA HecATKaMy, MHOTMe Maly-
€HTBI CIIOCOOHBI XOAUTD. [I/1 3TOro THIIa XapaKTepHbI
HEeCOBEpLICHHBIN TeHTMHOTeHe3, 0a3NIspHOe BJaBlIe-
HIle, HapyllleHne CIyXa ¥ BapuabenbHOCTb POCTa.

3areMm Knaccudukanusa Oblra fgomonHeHa V. Tu-
IIOM, JI/IsI KOTOPOTO TaKXe ObUIV XapaKTEePHBI YacThble
IepesioMbl, HO 0COOEHHOCTDb 3aK/Io4yanach B ¢op-
MUPOBAHUM TUNEPTPOPUUIECKONI KOCTHOI MO3O0NN
1 occuUKaIMM MeXKOCTHON MeMOpaHbl Ha Ipef-
nIeybe.

ITo Mepe pa3BuTHsI T€HETUKM OBV OOHAPYKEHBI
Opyrue TeHbl, oTBedaomue 3a pasputume HO. Kax-
JIOMy HOBOMY TeHy OBbUI IIPMCBOEH HOBBINl THII, 000-
3Ha4YeHHBIT PUMCKON LKdpoii, Ha OCHOBAHUMU Yero
IOCTPOEHA TeHeTudecKass Kaaccuukanusa, KoTopas
Ha JIaHHBI/I MOMEHT BK/IIOYaeT B ceOsA BOCEMb TUIIOB
(tabm. 1) [1]. OpHako IpUMeHeHMe 3TON Kaaccudu-
Kaluy B PYTMHHON KIMHUYECKON IPAaKTHUKe 3aTPYyh-
HUTE/IbHO M3-32 OTCYTCTBUA SPKUX OT/INYMII HOBBIX
TUIIOB OT KJIACCMYeCKMX deTbIpex TmmoB 1o Sillence.

B 2009 r. MexpyHapofiHasd HOMEHK/IATypHasd
TPYIIIA 110 M3Y4eHNI0 KOHCTUTYLMOHA/IbHBIX HapyIlle-
Huit ckenera (INCDS) mpepnoxnia BBIZENTUTh NATH
tunoB HO, onupasce Ha GeHOTUIT aHAIOTUYHO KJIac-
cudukanun Sillence (tabm. 2) [5, 14, 15]. Otn matp
TUIIOB 00603HaueHbl apabCkumy LuppaMu U BKIIIO-
qatoT B ce6s Bce tunsl HO u apyrue KoCTHBIe AMC-
IJIa3UM, IPOABJIAIOIINECA CHVDKEHHOM MMHEPaIbHOM
IUVIOTHOCTBIO KOCTH, TaKMe KaK CMHApPOM bpyka, cuH-
IPOM OCTEONOPO3-ICEBIOINMNOMBI, UMOMATIYECKNI
IOBEHU/IbHBIl OCTEONopo3, cMHApoM Onepca — JlaH-
1o mporepoupHoit gopmsl [14, 16]. Xapakrepucru-
Ka (EHOTUIIOB B COOTBETCTBMM C HOBOJ KJIacCU-
¢bukanmeit ommcana B mybmukanum ES. Van Dijk
u D.O. Sillence [5]. [ocnennsist Bepcusi Knaccuduxa-
nyy ony6mkosaHa B Nosology and Classification of
Genetic Skeletal Disorders B 2015 1. [15].

AmvarHocruka

Huarnoctuka HO ocHOBBIBaeTCS Ha KIMHNYECKUX
HIpOABJICHNAX U AHAMHECTUYECKUX NAHHBIX — IIOSB-
JIeHMM IepeJIOMOB B II€pPMHATAJIbLHOM BO3pacTe MU
Ha/JIM4MM MHOXXECTBEHHBIX IIepPeloMOB y POJCTBEH-
HUKOB. [eHeTHnyeckoe MccienoBaHne NPUMEHAIOT [/
muarHoctuku nerknx ¢opm HO, xorpga y manmenToB
HeT XapaKTepHBIX (PEeHOTUNNYECKUX IPU3HAKOB, HO
OHM TOABEp>KeHbl HepenoMaM [17]. B HekoTOpBIX
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Tabanua 1
[eHeTMYeCKasi KAACCMAIMKALIMSI HECOBEPLLEHHOrO ocTeoreHesa [1]
MyTupo- IyTe
Y] Benok Tun Hacjeno- Knunanyeckne 0co6eHHOCTH
BaBILII [€H
BaHMA
Hapymenns cuHTe3a M CTPYKTYPBI KOJTareHa
COLI1A1 al(COL1A1) I, 11, ALl Knaccuyeckne ¢peHOTHITBI, OIMICAHHbIE
COL1A2 n a2(COL1A2) xomnared III, IV D. Sillence
Hapyurenne MuHepammsanuyu KOCTu
IFITM5 (BRIL) Bone-restricted \Y% ALl TspKecTb CKeleTHBIX fedopMalil BapbupyeT OT
interferon induced OTCYTCTBUA [0 TSDKENBIX OpM, [[BeT CKIep —
transmembrane protein OT HOPMA/IBHOTO [0 CMHETO, BO3MOXXHbBI OCCU-
(IFM5) ¢duKanys MeXXKOCTHBIX MeMOpaH, BBIBMX TO/TOB-
KU JTy4eBOIl KOCTH, TIOTeps CIyXa
SERPINFI (PEDF) Pigment VI AP TsoKecTb CKeMeTHBIX leopManii BapbupyeT
epithelium-derived factor OT CpefHeil IO TsDKeNIOit; Haudle OCTeON a,
Jelryernofo6Hoe CTPOeHMe KOCTH
HapymeHnsa mocTTpaHCIAIMOHHON MofuUKaLUy KoJUIareHa
CRTAP (CRTAP) Cartilage- VII AP Tsoxenast pusoMenusi u Genble CKIepsl
associated protein
P3HI (P3H1) Prolyl VIII AP
(LEPREI) 3-hydroxylasel
PPIB (PPlase B) Peptidyl-prolyl IX AP Tsxenble fedopManuy KOHEYHOCTEN U Cepble
cis-trans isomerase B CKJIEPBL
Hapy1ueHne co3peBanms KoJ/UIareHa M MPUCOEIVHEHVsS IIAlepOHa
SRPINH1 (HSP47) Serpin H1 X AP Tsokenble cKeneTHbIe fedopMannu, CuHIE CKITe-
PbI, HECOBEPIIIEHHbIIT IEeHTUHOTeHe3, aHOMa 1N
KOX, IIaX0Basi IPbDKa
FKBP10 (FKBP65) 65kDa FK506 XI AP TspKecTb CKeleTHBIX fedopMarLinil BapbupyeT
binding protein OT JIETKUX IO TSDKENIbIX GOpM, L[BET CKIep —
OT HOPMAJIBHOTO /IO CEPOr0; BPOX/JEHHbIE KOH-
TPaKTypbl
PLOD2 (LH2) Lysyl Hydroxylase 2 AP TsKecTh CKeNeTHBIX feopManuii BappupyeT OT
CPeRHVX [I0 TSDKEBIX (OPM; MPOrpeccupyrolue
KOHTPAKTypbI CYCTaBOB
BMPI (BMP1) Bone XII AP TsKecTb CKeleTHBIX feopMannii BappupyeT OT
morphogenetic protein 1 JIETKMX [0 TSDKENBIX (pOpPM, IYIIOYHbIE TPBIKI
Hapymenne mnddepeHIMPOBKY U CO3peBaHUsA 0CTe06IacTOB
SpP7 (SP7) Transcription factor XIII AP Tsoxenble ckeneTHble gedopManny, 3ajiep>kka
(osterix) popesblBaHyst 3y60B, IUIOIIIA3NS TNLA
TMEM38B (TRIC-B) Trimeric X1V AP Tsoxensle fedopmanmy KOHEYHOCTEN, IIBET
intracellular caption CKJIep BapbMpyeT OT HOPMaJIbHOIO [0 CHHETO
channel type B
WNTI (WNT1) Proto-oncogene XV AP/AL TsoKenble HapyLIeHMs PasBUTHUA CKeJleTa, Oenble
Wnt-1 CKJIepBI, HEBPOJIOTMYECKUI TedULnuT
CREB3L1I (OASIS) Old astrocyte- XVI AP Tsoxensle fedopmanym Kocrei
specificcally induced
substance
SPARC (SPARC) osteonectin XvII AP [Tporpeccupyromnjas XpynKoCTb KOCTell
MBTPS2 (S2P) Membrane-bound XVIII X TsoxecTb CKelMeTHBIX fiepopManuii BappupyeT OT

transcription factor site-2
protease

CPeNHUX [I0 TSDKETbIX (pOpM; ronybble CKIepbl,
CKOMNO3, AedopMaluy IPyAHON KIeTKN

ITIpumeuanue. AJl — ayTOCOMHO-TOMMHAHTHBI; AP — ayTocoMHO-peneccuBHbIN; X — X-CIeN/IEHHBIIA.
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Tabanua 2
MoanduumpoBaHHas KraccurKaumsi HeCoBepLIEHHOrO ocTeoreHesa [5]
Tumb! HeCOBepIIEHHOTO
. Tun HecoBepIIEHHOTO OCTeOreHe3a
OCTeoreHe3a II0 HOBOJI XapakTepucTuka QeHoTumna
w 3aboeBaHue
Kmaccuduxanmum
1 Jlerkoe Teuenne, 6e3 mepopmaruii I
2 Tsokenmoe TeyeHMe, MEepPUHATANIBHO JIeTaIbHOE II
WK JIeTaIbHOE
3 OT cpefHero mo TsOKEIOTo TeueHusd, C BbIpa- III, VI, VIII, IX, X, cungpom bpyka
JKEeHHBIMMI JiepopManyamu 1-ro Tnma
4 CpepHeit TSHKeCTH, C IIMPOKOI BapuabenbHO- IV, VII, XI, XII, XIII
CTBIO T€YEHUS
5 CpenHell TsSXeCTH, BKIIOYasg KOCTHBIE ITATONIO- | V, OCTEONOPO3-IICEBOITIOMA, UAVO-
TUY, TIPUBOJALIME K OCCUPUKALIUI MEKKOCT- MaTUYeCKUIl I0BEHWIbHBII OCTEONOpO3,
HBIX MeMbOpaH cuHapoM bpyka 1-ro u 2-ro TmMnos

CTpaHax reHeTMYecKMe MCCIeJOBaHUs MCIOIb3YIOT
IISL ICKTTIOYEHNA IeTCKOTO HaCWINA B CeMbe KaK BO3-
MOJKHOJI NPUYMHBI YacTbIX nepenomos. Tak, B CIIA
U3 262 uccnenyeMsbIx feTeil ¢ nepeomamu y 11 6bu1o
IOJ03peHNe Ha [IeTCKOe Hacuue, IO pe3yabTaTaM
TeHeTMYEeCKOTO MCCIeNOBAaHUA Y 6 U3 HUX OBUI BBI-
asner HO [18]. Tum HO ompepnensior mo coBOKyI-
HOCTM 9TUX JIJaHHBIX B COOTBETCTBMU C K/IAacCUPUKa-
meit Nosology and Classification of Genetic Skeletal
Disorders u mo maHHBIM TeHEeTUYECKOrO aHajan3a.
Omnpepnenenne Tuna HO BaxkHO /1 OLeHKM TSKECTH
TedeHMs 3a00/IeBaHMUs, IIPOTHO3MPOBAHNS BO3MOX-
HBIX OC/IOKHEHMII XMPYPIUUECKOTO JIeUYeHUs M BbI-
6opa Hambonee 3¢pHeKTUBHOrO MeANKAMEHTO3HOTO
nedenns. Tak, y maumenTtoB ¢ V tunom HO Bbpicoka
BEPOSITHOCTh GOPMUPOBAHNS TUIEPTPOPUPOBAHHOI
KOCTHOJ MO30/IM IOCTe XMPYPTUYECKOTO JIeueHusd
(puc. 1) [10, 11]. TloHMMaHMe TeHETUYECKUX MeXa-
Hu3MoB pasButusa HO oTKpbIBaeT IepCHeKTUBBI AL
TapreTHOro jedeHns. Hanpumep, BHyTpuBeHHOE BBe-
nenne 61ucpocponaroB y 60npubix VI Timom HO Me-
Hee 3¢ (eKTUBHO, YeM IIpUMeHeHMe fleHocyMaba [19].
Ananus reHoma mrofieit, ctpagaomux HO, nmm
UX POJICTBEHHUKOB II03BOJIAET ONpPENENUTb BO3MOXK-
HocTh Bo3HMKHOBeHMs: HO y ux pebenka. C nmomo-
IIbI0 TEXHOMOIMM next-generation sequencing (NGS)
MOXXHO IIpOaHAIM3MPOBATh LIE/NbIN 5K30M, MCIOJIb-
3ys HaHeIM CO BCEMU M3BECTHBIMM I'€HaMM, OTBeYa-
omumy 3a HO [20]. Ha gaHHBIT MOMEHT TOYHOCTH
MOJIEKY/IAAPHON AMAaTHOCTMKM pocturaet 97 % [21].
Pytunnbii ckpuauar HO orpanmumpaeTcsa mpume-
HeHueM Y3JI. Ha cpoke 20 Hemenb 6epeMeHHOCTH
MOTYT OBITb OOHAapY>KeHbI IIepe/IoMbl, HA OCHOBaHMM
4ero MOXKHO cyauthb o tshxect HO [5].
InddepeHnnanpHyo AUArHOCTUKY HPOBORAT
MEeXJy OPYTMMM BMJAMU JUCIUIA3UN COENVHUTEIIb-
HOJl TKaHM, KOoTopble moxoxky Ha HO, Takumm Kak
curppom bpyka I u II tunos, cungpom Kapnenrepa

I n II Tunos, nepuHaTaabHasA U AeTckas runodocda-
Tasus, CMHApPOM Inepca — JlaHo, CMHPOM OCTEOIO-
pO3a-TIICeBAOIINOMBI, MAVONATNYECKNI I0BEHUIbHBII
ocreornopos [22].

Kak n HO, cunpgpom bpyka mpossisercss ocreo-
IIOPO30M, HO OT/INYAeTCA HalM4uueM BPOXKJeHHBIX
KOHTpakTyp cyctaBoB. CuHpapom KapnenTtepa I
u II TunoB HamoMuHaet Tsxensle popma HO, HO oT-
mn4aercs GOpMUPOBaHMEM KPAHMOCHMHOCTO3a U BbI-
IAYMBaHMEM IJIa3HBIX s6710K. [l mepuHaTaIbHO
U feTcKoll rumnogocdarasum TakxKe XapaKTepHBI Jie-
MIUHepanu3alusa KOCTell ¥ JacTble NepeloMbl, HO ee
MOXXHO iU depeHIpoBaTh 0 HUSKOMY YPOBHIO IIie-
nouHoM ocdarassl B cbIBOpoTKe KpoBu. OcTanpHble
NaTO/IOTUM JIOCTOBEPHO MOXXHO YCTAaHOBUTH TOJIBKO
10 pe3y/nbTaTaM IeHeTMYeCKOTO MCC/IeNOBaHMA.

Puc. 1. Tuneprpodudeckas Mo30/b HOCIE XUPYPIUUECKO-
IO JIeYeHNs TalMeHTa ¢ V TUIIOM HECOBEPLIEHHOTO OCTEO-
reHesa
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[Tporeponpnas dopma cuHApoma Imepca — aH-
70 I Tuma nposBsAeTcA TAXKENOi MAaTONIOTUEN CKeleTa,
BKJIIOYasl OCTEOINIEHNIO M HapyIleHMe pOCTa, U MMeeT
o6bue yeptel ¢ HO, mpyumHa KOTOPOTro 3aK/I04YaeTcs
B MyTauuu rea B4GALT7. Ilpu cuHApoMe OCTeolo-
pO3a-ICeBIOIINOMBI HAOTIONAIOTCA YacThle Heperno-
MBI, OT/INYUTE/IbHAS €T0 0COOEHHOCTh COCTOUT B Ha-
PYLIEHNN 3peHNsI C MIafleHIeCTBa IO pAaHHEro IeTCTBa,
yro HetunmaHo g HO. OkoHYaTeIbHBIN AMArHO3
CTaBAT IpY BbIABNEHMM MyTauum B reHe LRP-5. Tlo
Mepe B3pOC/IeHMs pebeHKa, Y KOTOPOro 4acTo BO3-
HUKAIOT IIePEIOMBl, MCKIYAIT MAMONATUYeCKII
IOBEeHWIbHBI ocTeonopos. IIpn renerndeckom uccre-
MOBAaHUY TAaKMX fieTell He OOHApPY>KMBAIOT MYTalNil
B U3BECTHBIX I'eHaX, NpUBOAAIMUX K pasButuio HO.

HO crout puddepeHnpoBaTb OT HeCTydailHbIX
TpaBM, CBSI3aHHBIX C HacunueM jgoma. Heobxopmumo
OLIEHMBATb YaCTOTY, XapaKTep M CTA[UI0 3aKUBIIe-
HuA nepenomos. Hanpumep, ana pebenka ¢ HO He-
TUNNYHO IIO/y4YeHMe Gojiee TpeX HepeloMOB OfHO-
BPeMEHHO. VI3BeCTHO, 4TO Iepe/loMbl pebep 4acTo
IPOUCXOJAT BO BpeMs POFOB M PEAKO BCTPEYAIOTCS
B IepBble TOfbl XXN3HM. IlepesloMbl Ha paHHUX CTa-
AUAX KOHCOMUALIMM, KOTOpble He ObUIM AMarHOCTH-
POBaHbI U BBIAB/IEHBI CIyYaliHO, MOT'YT yYKa3blBaTh Ha
HaCUIbCTBEHHDIN XapaKTep.

AeueHue

Jleuenne HO aBnsgeTcsa cMMITOMATUYECKVIM U 3a-
BUCUT OT TSKECTU TedeHus. Llenpb medeHns 3akiaoya-
€TCsl B CHIDKEHUM YaCTOTHI MEePEIOMOB, TOBBILIEHNN
MOOVJIPHOCTY ¥ HEe3aBUCHMOCTY IAIVIEHTa, YMEeHb-
meHun 60/IeBOr0 CUHAPOMA, B CBOEBPEMEHHOM BBI-
SIBJIEHUM ¥ KOHTPOJIe BHECKEJIeTHBIX IIPOSIBICHUI
U npodmIakTiuKe MO060YHBIX 3P PEeKTOB TeKapCTBEH-
HOJI Tepanuy [23].

B cuny reHepanu3oBaHHOCTU M TeTEPOTEHHO-
ctu HO Heo6xoayMMoO NpUMEHSTb MHAMBULYATbHBIN
Y MYIbTUAMUCHUIUIMHAPHBIN IOAXOM NpY JIeYeHUN
manueHToB. Bectn manuenTta ¢ HO gomkHa KoMmaHma
CIIeLMATICTOB, COCTOSIIAsl U3 TefnaTpa, SHJOKPU-
HOJIOTa, peabuauTonora, TpaBMaTONIOra-OpTOIesa,
reHeTVKa, CTOMATO/IOra, Cyp/lO/Iora, IICUXOJIoTa M CO-
ymanapHOro pabornmka [24-26]. K. Montpetit et al.
IIO0Ka3anu, 4YTO MYAbTUAUCHUIUIMHAPHBIN IMOAXO[
¥ KOMOMHAUMs TeKapCTBEHHON 1M peabuIUTalMOH-
HOJ1 Tepanmy 3HaYUTEIbHO YIy4IIA0T (PyHKIVIOHAIb-
Hble pe3ynbTaThl nedeHns [26]. B TedeHme MHOrumX
JIET OCHOBHOJ METOJ, JIEKAPCTBEHHOI Tepaluu co-
cTosin B npuMeHeHnn 6ucocponaros (bP) [1, 5, 3,
27, 28]. OneHKy AVHAMUKU JIe4eHMS U OIpefie/ieHue
[OKa3aHUil K JiedeHnio bO mpomsBOAAT UCXOAs U3
K/IMHUYECKUX Y aHAMHECTUYECKUX JAHHBIX, a TaKXKe
Pe3y/IbTaTOB peHTIreH-TeHCUTOMETPUN. 3a/jada XUPyp-

TMYECKOTO JIeYeHMs 3aK/II0YaeTCsI B CBOEBPEMEHHOM
¥l TIPaBUIbHOM OCTEOCHHTe3€e IepeIoMOB, KOPPEeKINI
medopmanmil IIMHHBIX KOCTell M CKONMMO30B [25].
PeabummranoHHast Tepamys UrpaeT OTPOMHYIO POIb
B BOCCTAQHOBJICHU JIBUTATe/IbHOI aKTMBHOCTMU IIALiV-
€HTOB IIOCTIe MIEPENIOMOB U omepanuil. JIBUraTeIbHbIN
pexxum orenuBaoT no mkanam GMES, GFAQ, PEDI,
Bleck score, Hoffer&Buloc n np. Jetn u ux pogurenn
HY)X/[JAalOTCA B IICHXOJIOTMYECKOJ IIOMOILIV IS Ipe-
OfIOJIeHNA CTpaxa HOBOTO IlepesioMa Ipu oOydeHuUn
xonpbe mocie Koppekunn gedopmanuit 1 0CTEOCHH-
Te3a Iepe/IOMOB.

(DapMaKOIIOI‘I/I‘IeCKOC JT€YECHUE

OcHOBHBIM HallpaBjIeHNMeM JIEKapCTBEHHOIl Te-
panum ABNAETCA JledeHMe ocTeoloposa. HaumHasn
c 1987 r. B® — ocHOBHbIE Ipenaparhl A JIeUeHUs
cpepuux u TspKenbix popm HO [1, 3, 5, 27, 29]. Ha
TAHHBII MOMEHT IIPOXOJAT KIMHUYECKNE UCTIBITAHNA
unrnbutopsl RANKL, ocreoanabonnyeckue mpemna-
paThl, BK/IIOYasA aHAJIOTM 4eTOBEYECKOro IapaTupeo-
UJJTHOTO TOPMOHA, HTMOUTOPBI CKI€POCTIHA, VHIMU-
ourtopst TGF u 1. 1.

Kanvuyuii u sumamun D

[To paHHBIM KOHTPONIMPYEMOTO PaHJLOMU3MUPO-
BAHHOTO VCCIEIOBAHNUs, IIPUMEHeHNe Kamblus U BU-
TaMyHa D OpPUBOJAUT K CHUKEHUIO PUCKOB Iepe-
noma. T. Edouard et al. jokasanm, 410 comepkaHue
BUTaMMHa D B CBIBOPOTKE KPOBU IONOXXUTETbHO
KOppenupyeT ¢ MMHEPaNabHON IIOTHOCTBIO KOCT-
Hoit TkaHu (MIIKT) [30]. Bein mpoBepeH cpaBHMK-
Te/IbHBINI aHAaMN3 BAUSHUN PA3MUYHBIX 103 BUTA-
muHa D ma MIIKT nmossoHouyHmka. bonpiras gosa
(2000 ME) He pmoxasanma CBOero IpeBOCXOMCTBA Ha
maoit (400 ME). B cooTBeTcTBUUM ¢ MeX/[yHapOTHbI-
MU peKoMeHpanysiMu notpebnenne 1300 Mr Kaabuyist
1 600-800 ME Butamuua D B cyTku B OOIBUIMHCTBE
caydaeB ObIBaeT JOCTaToYHbIM [1, 14, 30].

Bucpocpornamut

B® ansarorcs anamoroM mupodocdara, KOTOPHIi
3aMefIsieT KOCTHYIO pe30opbuMio M yrHeTaeT (yHK-
LU0 OCTEOKIacTOB. MHOrouncieHHble MCCIefoBa-
HUA NOoKasany, 4ro y gereit ¢ HO B® ysemmunparor
MIIKT [7, 28, 29, 31-34], yny4IaioT KOCTHYIO apXu-
TEKTYPY, IPEIATCTBYIOT IIPOrPecCUPOBAHMIO Jieop-
MalMil JJIMHHBIX KOCTEJ, BOCCTAHABIMBAIOT pasMep
1 (HOpMy MO3BOHKOB IIOC/Ie KOMIIPECCHOHHBIX Iepe-
nomoB [29, 31], ciocobcTBytoT pocty [32], yBemmun-
BalOT MOOWIBHOCTD [29, 31]. B psije pabot omucaHo,
910 B® MOTryT CHMXAaTh 4acTOTy IEepelIOMOB [ IMH-
HBIX KocTell [29, 32]. JlokasaHO, 4TO IpUMeHeHNe
B® y nereit 6onee a¢pdexTUBHO, YeM y B3POCIBIX
[1, 33, 35]. B® He BAMAIOT Ha TedyeHMe CKOMMO3a, TAK
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Tabanua 3
[MpOTOKOA BHYTPMBEHHOIO BBEAEHMSI MammapoHaTa Montreal [7]
Bospacr Hosuposka Yacrora BBefeHNUA

<2 net 0,5 MI/KT B JIeHb B Te4yeHMe 3 mHel Kaxxpgpie 2 mec.

2-3 roga 0,75 MI/KT B fieHb B TedeHUe 3 OHeN Kaxmsie 3 mec.

>3 jeT 1,0 MI/KT B ieHb B TeuyeHMe 3 mHeI Kasxngbie 4 mec.
Hpumewauue. MaxkcuManbHas mpo3a — 60 MI‘/KI‘ B JOE€Hb. KOHL{CHTpaLU/IH HaMI/I,‘C{pOHaTa B paCTsope HE IOOJIDKHa HpeBbIH.IaTb

0,1 mr/ma. Bpems BBefeHus mpemapata — 3-4 4. Bo Bpems mepBoil nH}y3us BBOAAT IOMOBMHY HEOOXOAMMOI JO3BI C Lie/IbIO

CHIDKEHUS BBIPOXEHHOCTI NMOOOYHBIX 3P HeKTOB.

KaK He YMEHbBIIAIOT TUIePITACTUYHOCTY CYCTaBOB —
OCHOBHOJI NIPUYMHBI CKOMO03a [36].

Y manuentos ¢ HO b® npumeHAT Kak BHY-
TPUBEHHO, TaK U HepopanbHO. [IpenmyiiecTBa BHY-
TPUBEHHOTO BBEJEHVSI — BO3MOXXHOCTb TUTPOBAHUA
[O3BI, JMy4lIass OMOLOCTYIHOCTb M OTCYTCTBUE IIO-
00uHBIX 3PPEKTOB CO CTOPOHBI >KETYLOYHO-KMIIIeY-
HOro TpakTta. O[HAKO CpaBHUTEIbHbIE MCCIETOBAHNA
He ITOKa3a/lM 3HAYUTE/NbHOI pasHuubl B 3¢ deKTus-
HOCTM BHYTPUBEHHOTO M II€POPaIbHOTO mpuema [37].

B ocunoBHOM neyenme b® mamuentsr ¢ HO me-
peHocAT xopouro. Mo)keT BO3HMKATh peakius Ha
IepBOe BBeJleHME, 9TO MPOSBIAETCS MOLBEMOM TeM-
HepaTypel, 03HOO0M, C1aboCThbIo, Auapeeit 1 6OIbIO
B MBIIILAX M KOCTAX, TAKOe COCTOSIHME HaOJIIofaeT-
csA B TedeHMe INepBbIX 24-48 4 U JIeTKO Kynupyercs
IpYEeMOM IIPOTUBOBOCIIAINTE/NIbHBIX IpenapaTos.
Kaxpoe BBemienne B compoBoxgaeTcsi CHIDKEHNEM
YPOBHsI Kanbliusi B KPOBHU, YTO TpebyeT AMHaAMMUe-
CKOTO KOHTPOJIA 3TOTO MOKA3aTerIs.

EnnHoro mopxopa K BbIOOpY Iperapara, IpOTO-
KOJIy €ro BBeJEHVS U NPORO/DKUTEIbHOCTY IIpuMe-
HeHus Toxe HeT [38]. Uro KacaeTcs BHYTPUBEHHOTO
BBEJICHV TAMUJIPOHATA, TO Yallle OCTa/IbHbIX IIPYMe-
HAIOT IpoTOKON Montreal, paspaborannslit B Shriners
Hospital for Children B Kanage (tab6n. 3) [7, 39].

CymecTByIOT TaK)Ke pasHble IPOTOKOJIBI Iepo-
panbHoro npmema b®. Hampumep B aHIIMIICKOM
Sheffield Children’s Hospital npumensor tabnernu-
poBaHHyI0 HOpMy pe3MHApoOHaTa IO 2,5 MI' B [IEHb,
ecnn pe6eHOK Becut oT 10 go 30 Kr, u 5 Mr B feHb,
ecmm pebeHOK Becut 6onbure 30 kr. B amepukaHckoM
Texas Scottish Rite Hospital for Children npumens-
10T aJICHAPOHAT II0 5 MT B JIeHb, €C/IU PeOEHOK BECUT
menbine 30 kr, u mo 10 Mr B feHb, eCnu pe6eH0K Be-
cut 6onbire 30 kr [38].

B pesynbrate peiicteusa b® samenisgerca mpouecc
peMopienMpoBaHusA KOCTY, 3TO NPUBOANUT K IOBBIIIE-
HUI0 MMHepanms3anuu Koctu. Ha peHTreHorpammax
JIMHHBIX KOCTell MOSBIAETCS TOPU3OHTA/NbHAS M-
HIA CKJIepo3a Haj 30HOI pocTa. KommdectBo muHMI
COOTBETCTBYET KOJMYECTBY IIPOBEJCHHBIX KYPCOB Jie-
yeHuss b® (puc. 2). B aroit 30He MOBBIIIAETCA PUCK
BO3HJMKHOBEHM IepeioMa.

B nmureparype ommcaHa 3aMefieHHass KOHCO/M/A-
U KOCTHBIX OTJIOMKOB IIOC/IE BBIIIOTTHEHMS OCTEO-
TOMMII y NalVeHTOB, MOJNYYaBIIMX MaMUAPOHAT,
4ero He OTMeYaynoch B rpymie ¢ mepenomamu [40].
E.A. Anam et al. npuMeHAMM MOAMPUUMPOBAHHBIN
noxxox Tepanuu B mepen KOppUTMPYOWIMMU Olle-
panuamMu: BBefeHne b® 6bu1o mpepBaHOo 3a 4 Mec.
IO ollepanuy, BO BpeMsl ollepanuy ObUIO MCKII0OYEHO
VICIIOIb30BaHVe OCLVIIATOPHOI NI, B pe3y/lbTa-
Te KOJIMYECTBO HECpallleHNII 3HAYUTETbHO CHU3MN-
noch [41]. Cryyam OCTEOHEKPO30B YEIIOCTH IIOCTIe
IpMMeHeHUsA BBICOKMX A03 B® ommcaHbl TOMBKO
Y B3POCTIbIX, JAHHBIE O PAa3BUTHUI STOTO OCIOXKHEHMA
y mereit ¢ HO oTcyTcTByIOT.

3a mocrefHMe HECKONBKO JIeT OIYOIMKOBAHO
HECKO/bKO OOBIINX MeTaaHanu3oB M KokpaHOB-
CKMI1 aHanu3 14 paHJOMU3MPOBAHHBIX KOHTPONUPY-
eMBIX VMICC/IEIOBAHMI, TOCBSAIIEHHBIX 3G (eKTUBHOCTI
npumenenns b® y manmentos ¢ HO [37, 42]. Bouio
nokaszaHo, 4yto b® mossrmmaror MIIKT, ogHako ato
He KOPpeIMpoBaIo C yMeHbIIEHeM YacTOThI Iepe-
JIOMOB, y/Ty4llIeH/ieM POCTOBBIX ITOKa3aTeslell, YMeHb-
meHreM OONMM M yBenudeHueM MoOuMabHOCTH [42].
JlaHHBIe ABYX [PYIMX MeTaaHaIM30B IIOKa3aan
TO/IBKO YMEpPEHHOe CHIDKEHNE YacTOTBHI IIePeTOMOB.

Puc. 2. JIunum cKkprneposa KOCTHONM TKaHM IOCTIE JIeYEeHU
6rcdocdonaramu
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B pabore C.G. Shi et al gacTora mepenromMoB cHu3M-
mack Ha 20 % [33], B pabore ].D. Hald ymenbuenue
OBUIO CTAaTUCTUYECKM He3HauuMbIM [36]. Ilmanebo-
KOHTPO/IMpPyeMOe MCCIejoBaHue He I10Ka3azno, 4YTo
b® ymenbpnator 60/ B KocTsax [42].

C10)XHOCTb aHa/IM3a JaHHOI TPOo6IeMbl 06YC/IOB-
JIeHa Ma/IOYMC/IEHHOCTBIO MCC/IEAyeMbIX TPYIII Taliyi-
€HTOB, MAJIOil MPOJO/DKUTEIBHOCTHIO HAOMIOEeHNUs
U BbICOKOI BapmabenpHocThio HO maxke B mpepenax
OBHON ceMbu. Bompoc, NpMBOAUT ¥ yBelIUdYeHUE
KOCTHOJI TJIOTHOCTY K CHVDKEHMIO YacCTOTBHI IIepesio-
MOB, YMEHbILIEHNIO 0O U YBeINYEeHUI0O MOOWUIBHO-
CTU, OCTAETCS OTKPBITHIM [35].

Henocymab

JleHocymab — 9TO 4YenoBeYeCKOe MOHOK/IOHAJIb-
Hoe aHTuTeno (IgG2), obnaparouiee BrICOKON apduH-
HOCTBIO M CIeIM(PUIHOCTBIO K JIMTAaHAY pelentopa
aktuparopa spepHoro ¢akropa kB (RANKL). Ero
uHrub6upymomee peiictBue Ha RANKL npusoput
K CHIDKEHVIO aKTMBHOCTM OCTEOK/IACTOB U 3aMejie-
HUIO KOCTHOI pesop6unu. IdPeKTUBHOCTD [JEHOCY-
Maba [jOKa3aHa B JIEYEHUN OCTEONOpO3a M MeTacTa-
TUYECKUX HMOpakeHMil y B3pocimbix. OcoOblil nHTEpec
MpPEeICTABIIAET €r0 NPYMEHEHNEe Y NauueHToB ¢ VI tu-
noM HO, npu xoropom B® okasamice HeadpdekTns-
Hbl. B pa6ore O. Semler et al. onucans! pesynbra-
Tl jtedyeHnus 4 maumentoB ¢ VI tumom HO: mocne
2 net Tepanuu orMmedeHo yBenmdeHme MIIKT [43].
H. Hoyer-Kuhn et al. omy6nukoBaau pesynbraTsi
BTOpPOIt (pa3bl KIMHUYECKOTO MCIBITAHUA, B KOTOpOe
6pu10 BKIIOY9eHO 10 6ompHbIX HO, y Beex Habmona-
nochb 3HauntenbHoe yBenudeHne MIIKT B rpymgubix
NIO3BOHKAX, OJJHAKO 3HAUMMBIX M3MEHEHUII B apXm-
TeKTOHMKEe IO3BOHKAa M MOOWIBHOCTM He OTMeue-

o [44]. Ha pganHbIii MOMEHT HPOMO/DKAIOTCS UCCTIe-
[OBaHMA MO OlleHKe 0e30IacHOCTM U OTHATeHHBIX
a¢pdexToB mpuMeHeHus AeHocymaba y gereit ¢ HO.

TIopmon pocma

[IpuMeHeHMe 0CTe0aHAOOMNYECKUX CPECTB Y Jie-
teit ¢ HO npepncrasisier 60/1bLION MHTEpeC B CBA3U
C 4acCTO BCTpevawielicd y HUX HU3KOPOCIOCTBIO.
HecMmoTpsa Ha HOpMarnbHbIE ITOKa3aTel TOPMOHA po-
cra (I'P) B xpoB), IpM €ro WMCIONb3OBAHUN Yy HeTel
¢ I u IV tunmamu HO 3adukcupoBaHO yBenmueHne
POCTOBBIX IOKasareneil u ob6bema (opMuUpyeMoit
KOCTHOJM TKaHM B OoTAm4umMe OT manueHToB C III Tm-
IIOM, Y KOTOPbIX 3Ha4MMble U3MEHEHM OTCYyTCTBOBA-
m [3]. E Antoniazzi et al. npogemoHcTpupoBamy, 4To
IpUMeHeHMe 2 MI/KT HepUApPOHaTa KaXpable 3 Mec.
u reHoTponuHa 0,05 MI/KT B JieHb 6 JHell B HEMENo
y 30 pmeteit (cpemnmit Bospact — 7,3 + 1,3 roga) de-
pes rof IpUBOAUT K YBEIMYEHNIO POCTOBBIX ITOKa3a-
teneir u MIIKT [45].

Tepunapamuo

Tepumnapatuj — 3TO aHAJIOT MapaTUpPEOUFHO-
ro TOPMOHA, 00Iafjaiollero KOCTHO-aHA00MNIeCKOIt
aKTUBHOCTbIO. OH CTMMy/IMpYeT Kak (pOpMMpOBaHUe
KOCTHOJ TKaHH, TaK u ee pe3op6uuio. Ero apdextns-
HOCTb JIOKa3aHa NPU JI€YEHUM IIALIMEHTOB C OCTEO-
nmoposoM. MeTaaHanmus pesynbTaTOB NPUMEHEHNS
TepUIlapaTujia Jid JAe4eHus OCTeOI0pO3a IOKa3as
yBenmdyeHue obbeMa GopMupyeMoii KOCTHOJ TKaHIH,
MIIKT m cHu>XeHUe PUCKOB Pas3BUTHUSA IIEPEIOMOB
MO3BOHOYHMKA Ha 85 %, ApPYrux IepeioMoB — Ha
40-60 % [46]. Vindpopmauyy 1o MPUMEHEHUIO Tepu-
naparupa y 6ompabix HO He Tak MHoro. ITo pesynbra-
TaM KOTOPTHOTO MccnefoBanus, y 13 sxenmun ¢ HO,
IIONTy4aBUIMX TepUIIApaTU], B IIOCTMEHOIAY3a/IbHOM
nepuope, Habmonanocsh yBenmmdenre MIIKT B mosso-
HOYHMKE U IOBBIIIEHNE MapKePOB PEMOAIETNPOBaHNA
koctu [35]. Ilo maHHBIM NTare60-KOHTPOINPYEMOTO
VICCTIEOBAHMA, BKIIOYABLIETO 79 B3POC/IbIX IAlMeH-
tos ¢ HO, y 60n1bpHBIX | TUIIOM MOCHIE Tepanuu Te-
punapaTugoM B TedeHue 18 Mec. 3aperucTpupoBaHO
yBenmuuenne MIIKT, a y 6onbubix III u IV tunamn
TIOJIOKUTENbHBI 3PPeKT oTcyTcTBOBAN [27].

Anmumena K cKknepocmuny

CK/IepoCTMH — 3TO IMMKONPOTEMH, OKa3bIBa-
IOLIMIT MHTMOMpYIOliee HeiCTBYE Ha OCTEOOIaCTHL.
MOHOK/IOHATbHBIE aHTUTENA K CKIePOCTMHY CO3[a-
NI HOBOE HaIlpaB/IeHMe OCTe0aHabOoNMN4ecKol Tepa-
nuy HO. JleficTBue cKlIepoCTUHA OCYIeCTBIsAeTCA
yepe3 6emok WNT, 1, BO3MOXXHO, TIpUMEHEHE 3TOTO
npenapaTa OymeT 0cob6eHHO 9P PeKTUBHBIM IpH Jie-
gyeHne WNT-acconumposannbix tnnos HO (XV tun
U CMHJIPOM OCTeONOpO3-IICEBIOIMNOMBI). Pe3ynbraTn
MOK/IMHNYECKMX ucnplTanmii y mpimreii ¢ HO mokasa-
nmu nonoxxutenbHbi adpdexr va MITKT [47].

HUneu6umop TGF-

Tpanchopmupyomuit pocroBoit ¢gakrop Oera
perynmupyeT paboTy OCTEOKIACTOB U OCTe0OIacTOB.
B skcneprmeHTe Ha MbIIIAX ObITIO OOHAPYXKEHO, YTO
NOBbIIeHHasd aKTUBHOCTb TGF-f urpaer BakHym0
ponb B popmupoBanuu ¢enoruna HO. B akcnepu-
MeHTe Ha Mpimax ¢ HO anturena x TGF-B oxasbi-
Ba/M MHIMOMpyIomuit 9pQpeKT Ha OCTEOKIACTHI, YTO
npusopwio K HopManusanuu MIIKT, Ho He BnmMAno
Ha 4acTOTY IlepesioMoB [48].

Kombunuposannas mepanus

B HacTosmee BpeMsA aKTMBHO M3y4aeTcsA CUHep-
TMYHOE JIefiCTBUE aHaOOMMIeCKOI ¥ aHTUPe30pOTHB-
HOJl Tepamuu, IOKa3aHHON Ipu npumMeHeHun bO,
TIOJIOKUTENbHBI 9 deKT KoTopoii ommcaH B paboTe
E Antoniazzi et al. [45]. B skcrepumeHTe Ha MBbIIIax
co cpepHeli creneHplo Taxectu HO npumeHeHme
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aHTUTET K CKIEPOCTVHY ¥ 30/IEHAPOHOBON KIC/IOTBI
ob110 6071ee apPekTUBHO, YeM NbBIe Apyrue Ipe-
maparsl 1o otaenpHocTu [35]. Ilo pesynbratam 6mo-
ncun y 120 >KeHIMH ¢ MOCTMEHOIAy3a/IbHBIM OCTEO-
Oopo30M HuKIndecknit (3 mec. mo 20 MKI B JeHb
C TepepblBOM B 3 Mec.) MM exeqHeBHbIN (20 MKT
MOAKOXKHO) TIpMeM TepumnapaTuja U ajeHApoHaTa IO
70 MIr B HeJe/NI0 4Yepe3 roj NMPUBEN K YBEINYEHUIO
dbopMrpoBaHus KOCTHONM TKaHM M MUHEPaIU3aLUN
KOPTMKAJIbHOTO CJIOSI KPbUIa MOAB3IOIIHOI KocTH [1].

Knemounas mepanus

OcCHOBHOI uaeell 3aMeCTUTENbHON KIeTOYHOI
Tepanuy ABJAETCSA TPAHCIUIAHTAIMA KOCTHOTO MO3Ta
WIN Me3eHXVMAa/IbHBIX CTBOJOBBIX KJIETOK, TeM Ca-
MBIM BO3MO)XHO IIOJTy4YeHNe Iy/Ia KJIeTOK, CIIOCOOHBIX
IPOAYLMPOBATh HOPMAJbHBI KOJIareH. B nmurepa-
Type OINMCAHO, YTO IOC/Ie TPAaHCIUVIAHTALMM KOCTHO-
ro MO3ra >KMBOTHBIM U manyeHTam ¢ HO ormedeHo
ysenudenne MIIKT, yckopeHmne pocTa u CHUXXeHUe
JaCTOTHI IIePe/IOMOB, HECMOTPsI Ha HeOOoJIbIIIOe KOJN-
4eCTBO TPaHCIUIAHTMPOBAHHBIX KJIeTok [1, 7, 27, 49].
OpHako faHHBI 3¢ ¢GeKT BpeMEHHBIN U 3aBUCUT OT
MPOJO/DKUTENbHOCTY JKM3HU KIETOK. TpaHCIIaHTa-
IVl KOCTHOTO MO3Ta CONPOBOXKIAETCA MHOXKECTBEH-
HBIMI PUCKaMU, ITIABHBI U3 KOTOPBIX — peaKIusd
oTTop>xeHusA. B cBA3u ¢ aTuM 6onee 3¢ HeKTUBHBIM
MOITIO OBITb BHYTPUYTPOOHOE BBefjeHUe Me3eHXU-
MaJIbHBIX CTBOJIOBBIX K/I€TOK, TaK KaK VMMMYHHas CU-
CTeMa Ha 3TOM JTalle ellle HaXOAMTCS Ha CTafVM pas-
ButusA [7, 27]. C y4eToM BO3MOXXHBIX OC/IOKHEHMII
IAHHBINI METOJ TI0OKa OCTAeTCS SKCIEePMMEHTATbHBIM.

I'ennas mepanus

IlomaBneHue aKcIpeccuy aHOMAJIbHOTO IeHa, OT-
Bevalollero 3a CMHTe3 KOJjlareHa, — OJIUH U3 BO3-
MOXXHBIX METOMOB TeHHOW Tepammm. TeM caMbIM
MOXXHO IIepeBeCTU KaueCTBEeHHbIe I3MEHEHM B KON~
YeCTBEHHbIE, KOTOPble, KaK M3BECTHO, UMEIOT MeHee
TsDKenoe TedeHne. Ha cerogHAmHMIT gedp 6esormac-
HOCTb U pe3yJbTaTbl T€HHOI Tepaluy HeU3BeCTHBHI.

Xupypruueckoe nedeHue

OCHOBHBIMI TIOKa3aHUAMU K XMPYPIUUECKOMY
JIEYEHVIO SB/IAIOTCA IePeoOMbl JIMHHBIX TPyOYaThIX
KOCTeil, BPOXK/IEHHbIe 1 IOCTTpaBMaTU4ecKue fe-
¢dopmanyn. Tak, maunentam ¢ I runom HO B ocHoB-
HOM HeOOXOIVMO CBOEBPEMEHHO IIPOBOAUTDH JIeYEeHIEe
IIepe/IOMOB, TOIZAa KaK OONBHBIM C Oojiee TsKenbIMU
¢dopmamn HO cregyeT oCylecTBAATh M KOPPEKIMIO
nedopmanmm.

YacTble IepenoMbl, JledeHNe KOTOPBIX Tpely-
eT MMMOOWIN3auuy, BeAYT K IIPOTPeCCHPOBAHNIO
OCTEOIOpO3a, B pe3y/lbTaTe 4ero GopMMUPYeTCs 3aM-
KHYTBIJI KPYT: II€pPeloM — MMMOOWMIN3ALA — OCTeO-

opo3 — mepenoM. JacToTa IepeIoMOB CHIDKAETCA
C mpekpaieHreM pocrta pebenka. llenp xupyprude-
CKOTO JIeYeHMs IIepe/IOMOB — YCTpaHeHMe U IIpe-
HOTBpalljeHNe CMeIleHNUs OTIOMKOB, YMeHbIIeHIe
0071eBOTO CHH/IpOMa 1 COKpallleHle CPOKOB IMMOOM-
JM3anyM C BO3MOXKHOCTBIO paHHel aKTUBU3ALNN.

MsArkue TKaHU UTPAIOT KIIOYEBYIO poib B (Hop-
MUPOBaHUM AYroo6pasHbIX AedopManmit JIMHHBIX
Tpy64aThIX KocTeil. MbIIIIbI-Cr6aTey MpersTCTBY-
I0T POCTY KOCTH, B pe3y/lbTaTe 4ero BO3HUKAET Jie-
¢dopmarnus. B obmactu 6efpa 3T0 00YCTIOBIEHO TATO
MOJKOTIEHHBIX crubaresneil, 4YTO MPUBOJUT K aHTe-
ponaTtepanbHOMY M3ruby koctu. B obmactyu roneHn
3Ty (PYHKIVIO BBIIONMHAIT MKPOHOXKHAS ¥ Manobep-
IIOBbIe MBIIIIIBI, YTO BBI3BIBAET aHTEPOMeEAVaNbHOE
uckpusyenue (puc. 3). lepopMmmupoBaHHble HVD>KHUE
KOHEYHOCTH TEPSIT CBOI OMOMEXaHMYEeCKYI0 MPOod-
HOCTb, B pe3y/IbTaTe 4ero yBeIM4YMBAETCsl HArpysKa
B obmacTu amekca pedopmannm, 4TO BefeT K Mpo-
rpeccupoBaHuio gedopManuy M BOSHUKHOBEHUIO IIe-
pestoma Ha ee BbicoTe. Lle/tb KOppeKIny BpO>KIAEeHHBIX
Y IOCTTPaBMAaTUYeCKUX fedopMannili — CHIDKEHME
Y4acTOTBHI MepeloMOB ¥ obecredeHye MpPaBUIbHOTO
pocTa KOCTH, YTOOBI BepTUKAIM3UPOBaTh pebeHKa
1 06y4nTh X0AbbE.

BoccTaHOBNIeHMe aHATOMUM KOHEYHOCTU U MH-
TpaMeAy/UIIpHOe LIMHMPOBAaHME HAa MAaKCUMa/lbHOM
HpPOTSDKEHUM KOCTU — OCHOBHOJ NPUHLMII XUPYP-
TMYeCKOTo JiedeHNsA. B nuTepaType OmmcaHo Ipu-
MeHEeHJe Pa3JINYHbIX KOHCTPYKIMI AIA PUKcaumn
KOCTHBIX (parMeHTOB: HeTelecKommyeckue (crep-
>kerb Rush, mtudt Kiintscher), Turanosere smactuy-
Hele crep>xHr (TEN), comnsr Knpmnepa, mrudtsr
I/IL MHTPaMeRY/UIIPHOTO OCTEOCHHTe3a IIeYeBOIl
koctu (UHN) u rTeneckonmyeckue MHTpaMeRyIsp-

Puc. 3. ledbopmaruy HIDKHIX KOHEYHOCTEN IIPU HECOBEP-
IIEHHOM OCTE€OTeHe3e
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Puc. 4. Koppexiiss MHOTOIIOCKOCTHBIX fehOpMalnil HVYDKHIX KOHEYHOCTEN, MHTPaMeRy/ULIpHas (ukcauus mtrdToM
Fassier-Duval [57]

Hble ¢uxcatopsl (mrudTs Bailey-Dubow, Sheffield,
Fassier-Duval), macTuHbl U anmapaTsl Hapy»XXHOI
bukcanum.

ITo maHHBIM psAfa aBTOPOB, MHTPaMeRY/UIAPHOE
IIVHMPOBaHME UIMHHBIX TPYO4YaThIX KOCTeN y Mmarm-
eHToB ¢ HO ymydimaer kadyecTBO >KM3HU ¥ IIOBbILIA-
eT MobmnbHOCTD [1, 3, 50-52]. C HavajoM npume-
HeHusi B® BO3MOXHOCTM XMPYPrUYecKOro jedeHNs
3HaunTenbHO pacmmpmnck. El Sobky et al. mpope-
MOHCTPUPOBAINU, YTO JETU, KOTOpbIe MOMydany Ia-
MUJPOHAT [0 OLepaLuy, UMeIN JIyYIlle pe3ylIbTaThl,
4eM JieTH, KOTOpble IPOIUIM TONbKO XMPYprudeckoe
nedenne [53]. KoMOMHMPOBaHHBI MY/TbTUAVICIIUIIIN-
HApHBI [TOAXOJ] IMO3BON/I 3HAYNTEIBHO YIYYIINThH
pesynbraThl nedeHus [1, 25, 26, 54].

B 1952 r. H. Sofield u E. Millar BuepBsie omuca-
NI TeXHUKY MHOXKECTBEHHBIX OCTEOTOMMII C HOCIIe-
AyIOIIEel YCTAaHOBKOJ MHTPAMERYyNAAPHOIO CTEepPXK-

s [55]. OpHako B mporjecce pocTa KOCTU (UKCATOP
IepecTaBaj MepeKpbIBaTh BCIO UIMHY KOCTH, M3-32
4ero BO3HMKAAM peluAuBH febopManuy u Imepe-
VIMITAaHTHbBIE IePeIOMBI, Tpebyolyue MOBTOPHON
omepanuu. B 1963 r. R.W. Bailey u H.I. Dubow
BIIepBble NPEJIOXKIIN TeIeCKOMNYECKYI0 MHTpaMe-

AY/UIPHYIO CUCTeMY, KOTOpasl y[/IMHSANACh C POCTOM
koctu [56]. OmHaKO 4acToTa OC/IOKHEHMIT OCTaBa-
JIach BBICOKOM, 3TO OBIIO CBA3aHO C HEJOCTATKOM
JaHHOTO (MKCaTopa — BKpy4MBaeMblit T-00pa3HbIit
HAKOHEYHVMK 4YacTO MUTPUPOBAN B MATKME TKaHMU
(cMm. puc. 5, 2). B Mogu¢upoBaHHOI BepcUM 9TO-
ro mrudra (Sheffield) nHakoneunuk 6Obin1 Pukcu-
pPOBaH K CTepXHAM — 1 IpobieMa Obla pelreHa
(cM. puc. 5, a) [51]. [Ina ycTaHOBKM TaKMX CTEpPXK-
Heil TpeOOBaloCh BBIIOTHEHME aPTPOTOMUM CMEX-
HBIX CYCTaBOB, 4TO OBIIO OCOOEHHO TPaBMAaTUYHO
npu ¢ukcanum 6onbiebeprosoit koctu. F Fassier
u P. Duval paspaboranu teneckonmdeckuit mtudt
C MUHJ-VMHBAa3UBHBIM aHTETPAJHBIM BBEEHMEM, YTO
3HAUMTE/IbPHO CHU3WIO TPAaBMAaTMYHOCTb ONepaLynu
(puc. 4) [57]. Conupuslit cTep)XeHb GuUKCUpoOBanCcs
B JIUCTanbHOM snuduse 3a cueT pe3bOOBOIT YaCTH.
T. Cho et al. mpepno>xxnmyu cBoil BapMaHT AMCTaNlb-
HOJ MKcauum: COMMAHAST 9acTh KOHCTPYKLUM MMe-
Jla Me4eBUMHBII HAKOHEYHUK C OTBEPCTUEM, depe3
KOTOpO€e MPOM3BOANIOCH OMOKMpOBaHue B anuuse
Opy MOMOLIM cOMLBI ¢ Hapeskoit [58]. Beura Tak-
K€ YCOBEPIIEHCTBOBAaHA TEXHMKa ocTeoTomMuy. Y. Li
et al. IpeaIOXXMIM BBIOHATD OCTEOTOMUIO M3 MM-
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Puc. 5. VurpamenymnsapHas ¢ukcanua mrudrom Sheffield, nepopmanus conmupnoit yactu mwrudra (a) [51]; paccoe-
AVHEHME TeNeCKOMNIeCKOro mtudTra (6); MUTpanusa SUCTATBHOIO KOHIIA TeIECKOMMIECKOTO CTEPXKHs (8); MUrpanus
T-obpasHoro HakoHeuHuKa mrudra Bailey-Dubow (2) [56]

HM-MHBA3MBHOTO JIOCTYIIA C LIEJIbI0 COXPaHEHMS Ie-
PMOCTANIbHOTO KPOBOOOpAILeHN UM CHVDKEHMUS WH-
TpaoIepaloHHON KpoBonorepu [59].

Brnaromapsi ycoBepIIeHCTBOBAHMIO IOJXOHOB
K JIEYeHMIO CTA/lI0 BO3MOYXHBIM BBINIOTHATD OXHOMO-
MEHTHBIE Ollepalliyl Ha HECKO/IbKUX CETMEHTAaX, B pe-
3y/lIbTaTe CHU3MIACh YaCTOTA TeMOTPAaHCPY3Uil, Ipo-
BOJVMBIX B IOC/IEONEPALIOHHOM II€pUOfeE.

HecMoTpsa Ha 3TO, 4acTOTa OCIOXXHEHUII XUPYP-
rmdeckoro jedeHys manueHtoB ¢ HO ocraercss BbI-
cokoit. Tak, Ipy MCIONb30BaHUM TeIeCKOMIYECKOTO
¢uxcaropa oHa cocrasiser 50 %, a HeTelecKoImMYe-
ckoro — 58-87 % [52].

VIHTpaMeRy/IIApHBIl OCTEOCUHTE3 TeleCKOIN-
YeCKUM CTEp)KHEM COILPSDKEH C PUCKOM Aedopma-
VY CcTepXHA (puc. 5, a), paccoeiMHEHNsA KOHILIOB
cTep>xHA (puc. 5, 0), HapyIIeHNs TeIeCKOMIYeCKOro
apdexra (puc. 5, 8), MUTPaLIMM CTEPXKHA B MATKUE
TKaHU ¥ HOMOCTh CycTaBa (puc. 5, ¢), MIpOpe3bIBaHUsA
AMCTATIBHOTO KOHIIA CTEPXKHS 4epe3 MepefHUiT Kop-

a 6

TUKAJIbHBIN C/I0J1 MeTasnudusa, mepeoMa MeTasIo-
¢duKcaTopa, pOTaIIOHHON HeCTaOM/IBHOCTIL.
Hereneckonmyeckne GpukcaTopsl TakKe YaCTO M-
rpupyloT (puc. 6, a), Ipu UX MCIOIb30BAHNUY BbIIIE
PUCK BO3HMKHOBEHM IepeVMIUIAHTHBIX HepeIOMOB
(puc. 6, 6) u yame TpeOYIOTCSA PEeBU3MOHHBIE OIlepa-
IVJ C LIe/IbI0 3aMeHbl Ha 0oJiee IIMHHBIN PUKCcATOp
(puc. 6, 8). B cpeiHeM 4acTOTa peBU3MOHHBIX OIIepaLNil
TIIOCTIe VICTIONIb30BaHMA HeTeeCKOIMYeCKNX (PUKCaTo-
POB B 3,5 pasa Bblllle, YeM II0C/Ie TeeCKOIMYecKuX [54].
O630p nMuTEpaTyphI IOKA3AI, YTO CPEFHSIA IPOFOIDKHI-
TeTBHOCTh (YHKLMOHNPOBAHMSA HeTeNTeCKOIMMYeCKIX
KOHCTPYKIMiT cocTaBnser 2-2,5 ropa [50, 53-57].
Cuntaercs HelenecooOpasHbIM M30/IMPOBAHHOE
IpVYIMeHeHMe IUIACTVH U3-3a BBICOKVX PMCKOB ITepenM-
IUIAHTHBIX II€Pe/IOMOB, CBA3aHHBIX C BO3HUKHOBEHM-
€M CTPecCOBOJ Harpyskyu Ha KOCTb Y Kpas IUIaCTVHBI
(puc. 6, 2) [60]. OgHako B nMMUTepaType OMUCAH KOM-
OMHMPOBAHHBII TOAXOM, IPU KOTOPOM MCIIONb30BAIN
MHTpPaMeRY/UIAPHBI pukcaTop 1 mwiactuHy. Tak, Cho

8 2

Puc. 6. IIpopesbiBaHue CTEP)KHs Yepe3 MepefHNIT KOPTUKAIbHbIN CIOi KOCTU (a); IeperMIVIaHTHbI IeperoM (6); pocT
KOCTM 3a TIpefieNibl IIMHIPOBAHHON 30HBI (6); MEPEVMIUIAHTHBIN MepeIoM MOCIe OCTeOCHHTe3a IIACTUHOI (2)
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et al. mpemnOXXMIM MCIONB30BATh TUIACTUHBI C MOHO-
KOPTMKA/IbHBIM BBeJleHIEeM BUHTOB /IS 00ecredeHns
POTALVIOHHON CTaOM/IBHOCTY C HOC/TIEAYIOLIMM YHale-
HMEM IUIACTMHBI ITocie KoHcomupmanyu [61]. A.B. Ion-
KOB ¥ Jp., IPUMeHss BCTPEYHBbIN TpaHC]M3apHBIL
ocreocunres Byms TEN, B psifie criyuaeB codeTani ero
C YPECKOCTHBIM OCTEOCHMHTE30M armapaTom Vmusapo-
Ba [UIs CO3AaHMUS POTALMOHHOI cTabmnabHOCTH [62].

Tak Kak 4acTOTa OC/IOXKHEHMII MPU WCIIOTb30BaA-
HUM KaK Te/leCKONMMYeCKUX, TaK M HeTe/lecKomnye-
CKUX CTEpP)KHEN OCTAeTCSA BBICOKOI, Ha JIAHHBIN MO-
MEHT HeT OJHO3HAYHOTO MHEHN:A, KaKoil (uKcaTop
npepnoututened. Crenuann3upoBaHHble YIpexie-
HUs Yalle NPUMEHSIOT TeleCKONmvecKiue mTU(ThI
HOC/IE[HETO MOKO/IEHNUsI C AHTETPAHBIM BBeIEeHMEM
[0 IPUYMHE UX OOJIbILeil BBDKMBAEMOCTI ¥ BO3MOX-
HOCTM IIMHUPOBATh KOCTh HA BCeM HPOTsDKeHUM. I1o
MHEHMIO psiia aBTOPOB, MCIIO/Ib30BaHNe TelTeCKOIN-
YeCKOTO CTEPXKHs TeXHUYecKy Oojiee C/IOXKHO, TaKas
omeparys JO/DKHA BBITOMHATHCS B YCIOBUSIX CIeI[ya-
NU3UPOBAHHOTO YUYPEXJeHNsI OOyUYeHHBIM XUPYP-
rom [52]. JlaHHas KOHCTPYKLMSA TAK>Ke 3HAYMUTETbHO
JOpOXe, ¥ 9TO 3aTPYAHsAET ee IpPUMEHEHNUe B Majo-
obecriedeHHBIX CTpaHax. B ¢Bs3u ¢ aTuM BbIOOp PuK-
caTopa JJO/DKeH OCYIECTB/IATb XUPYPT C YIETOM CBO-
UIX HaBBIKOB 11 OCOOEHHOCTel! MalyeHTa.

CyliecTBYIOT pasHble B3IJIAABI Ha TO, B KaKOM
BO3pacTe C/efyeT BBIIOMHATh KOPPUTMPYIOLINE Ole-
paiuy. BompIIMHCTBO XMPYpProB B HACTOsIIlee BpeMs
CYNMTaeT, YTO MX JIy4llle BBIIONHATH, KOIJAa peOeHOK
npuobperaeT BO3MOXXHOCTb CTOATh U XOIUTH, TO
ecTb HauMHasA ¢ 3-4 ner [50, 54, 56].

HecMoTpst Ha TO YTO CKOPOCTb KOHCOMMJALINN
nepenomoB y nanyenTos ¢ HO He oTmyaercs ot mo-
HY/IIMOHHOM, HecpaieHue y 6onpHbix HO BcTpeya-
eTcs gocraroyHo 4acrto. J.G. Gamble et al. BuepsbIe
BerABIN 12 (19 %) Hecpamennit y 10 u3 52 manueH-
TOB, IIPMYEM Yallle OHO BO3HUKA/IO Y OONBHBIX C BbI-
paKeHHBIMHU JeGOpMALVAMU U TSDKETbIMU Hepeno-
Mamu [63]. C.F. Munns et al. 3a ron HabmoneHnsa 3a
nanyeHTaMM, IPYHMMABIIVMM ITaMUAPOHAT, 3auk-
cupoBanu 42 u3 155 (27,1 %) HecpalueHuil mepe-
nmomoB u 97 u3 162 (59,9 %) B caydae BBIIIOTHEHNUA
ocreoromun [40]. OgHaKO IPUYMHOI TAHHBIX OCIIOXK-
HEHMIT MOITa OBITb OCOOEHHOCTb XMPYPrUUeCKOI
TeXHUKY, & MMEHHO NpPUMeHeHMe OCLU/UISITOPHOI
IVJIBL, BCIEACTBIE Y€TO BOSHUKAIOT TEPMUYECKIE I10-
BpPeXJEHNUs KOCTU U HapyllaeTcsi KPOBOCHAOXKeHNe.
E.A. Anam et al. coobmuu, yro y 110 manneHTos,
KOTOPBIM B CyMMe ObUIa cenaHa 261 omepanys, mo-
cre mpekpailenus npuema b® s3a 4 mec. go omepa-
LUU ¥ TPU BBIIIOJTHEHUM OCTEOTOMUU IONTOTOM KO-
JIMYECTBO HeCpalleHMIl 3HAYUTEIbHO CHUSWIOCH [41].

[TepBoHAYa/IbHO XUPYPIUIECKOMY JIEYEHVIO IOJ-
Beprajicb B OCHOBHOM HIDKHIME KOHEYHOCTH, Oefi-

peHHas u 6onbinedepiioBas KocTu. CUUTATIOCH, ITO
Koppekuus nedopmanuii BepXHUX KOHEYHOCTEN
MMeeT TOJIbKO KOCMeTuUdecKuit cMbIci. OmHako me-
dbopManuy IpensaTCTBOBANIN MCIONTb30BAHMIO JIOTION-
HUTENIbHOII OIOpPBI, TO9TOMY BO3HMK/IA Heobxopu-
MOCTb B pacIIVpeHNM IOKa3aHUIl K XMPYPIUIeCKOMY
7edeHNIo. PesynbraThl neyeHMs MOKasany, YTO Ia-
IIVIEHTBl CMOI/IM Jy4llle cebst obecreymBarh 1 Kade-
CTBO MX >XU3HU Bo3pocno [1]. VIHTpamenynnspHbIit
OCTEOCVHTEe3 IJIe4eBOli KOCTU MOYXHO BBITIOTHATH
KaK Te/IeCKOMMYECKUMMY, TaK U HeTeTeCKOMMIECKUMU
bukcaTopaMu, OCHOBHOI CIIO)KHOCTBIO SIBJISIETCST He-
00XOIVIMOCTD BbIJle/IeHNsI Ty4eBoro HepBa [64]. Ha
JTale yCTpaHeHMs BBIPAKEHHOI! AedopManyy HeoO-
XO[IMMO OlLleHMBATb HATsDKeHMe HepBa I MpPefoT-
BpallleHMs] TPAaKIMOHHOTO MOBpexmenus. s duk-
calMy KOCTell MpeAIiedbsl 4Yallle BCero NMPUMEHSIOT
TEN nmn6o cruisr Knpursepa.

C ucnonp3oBanneM b® BO3MOXXHOCTU CIMHAJIb-
HOJ XMPYpIUM paclIMpUINCh. B pesynprare nospiie-
Hus MIIKT no3sBOHKOB cTany NpUMEHATb TpaHCIe-
AVKY/SPHYI0 (UKCALMIO, YTO II03BOIVJIO IIPOBOJUTD
XUpPYpruuecKoe jedeHMe TSAKeNbIX IepeloMOB, KOp-
peKIuio U NpopUIAKTUKY AedopManuil MO3BOHOY-
HUKa [36].

PeaOuantaumsa

PeabunurannoHHas Tepanus — BaKHeNIINI
KOMIIOHEHT MY/IbTUAVCIUIUIMHAPHOTO MOAXO0Aa B Jie-
yenun HO. B uccnemoBanuu K. Monpetit et al. 6110
II0Ka3aHO, YTO B pe3y/bTaTe HENPEepPBIBHBIX 3aHATUI
B TedeHme 12 Hemenb y gereit ¢ HO yBenmmumBanach
MBILIIEYHAs] CM/Ia ¥ PACUIMPSIICS IBUTATETbHBIN pe-
XuM [26]. TlanueHTsl, 0b6majaroIIMe XOPOUIUM YPOB-
HeM IBUTaTe/IbHOV aKTMBHOCTY, IIEPEHOCAT MEHbIlle
XMPYPrUYeCKMX BMELIATENbCTB B TeUeHUe >KU3HI,
B OCHOBHOM 3TO 60nbHbIe I Tumom HO [65].

Peabumurannio HeOOXOAUMO HAaYMHATH C paHHe-
ro BO3pacTa, 4TOOBI IIOMOYb PeOGEHKY IIPeofoneTh
CTpax NOJy4eHNs IeperoMa IpU OCBOCHUM HOBBIX
ABUIaTETbHBIX HAaBBIKOB M aJallTMPOBATBCA K YCIIO-
BUAM OKpY’)Kalollell cpefbl. Y HaHHOI IPYNIIBI 60/b-
HBIX peabunmurTanus sBAsgeTCA BaXKHEHIIVM 9TalloM
B JIEYEHUM TPABM, NEPETOMOB ¥ BOCCTAHOBIEHUN
HocjIe omepaunii. B cay4ae HOBOPOXIEHHBIX C TsA-
xensiMu popmamu HO peabunmranus HampasieHa
Ha oOydeHMe popuTesneil 6e30macHOMy OOpalleHNIo
¢ XpynkuM pe6erHkoM. OTMe4eHO, YTO Y IAIMEeHTOB
¢ HO yame BcTpevatoTcs mmatuiedanis, KpuBoLies
U crubarenbHble KOHTPAaKTypbl B Ta300eIpeHHBIX
cycTaBax, 0OyCTIOB/IEHHbIE VICIIONb30BaHMEM MSTKUX
IIOBEPXHOCTEN ISl YKIAAKN pebeHKa, KOTOpble CUb-
HO OTPaHMYMBAIOT €ro B ABVDKeHUM. [I1a mpodumak-
TUKM JJAHHBIX COCTOSIHWIT HEOOXOAVMO 4acTO MEHATb
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HONIOKeHMe pebeHKa. B monokeHnn pebeHka Ha >Xn-
BOTE PACHPAM/IAETCA IIEMHbINA OTHE/N ITO3BOHOYHMKA
Y BEpXHME KOHEYHOCTH, a TaK)K€ PacTATUBAIOTCA CIU-
Oatenu Oefpa. DTO IOMOraeT Hay4YMUTHCS MepeBOpa-
4MBATbCA U B JajbHENIIeM CUAeTb. 3aHATUA ede6-
HOJl (U3MYECKOil KYIbTYpOil HAYMHAIOT C KOHTPOJIA
IIOJIO>KEHNUs TOJIOBBL U IIey, 6alaHCUPOBAHUA CUJA
U BepTUKanm3anuu. B crapmieM Bo3pacTe OCHOBHOE
BHJYIMaHMNE YAENAT YBEIMYEHUIO MBIIIEYHON CUIIHI,
(YHKIMOHAIBHOMY Pa3BUTHIO M Pa3BUTUIO CaMOCTO-
ATENHHOCTIL.

3auacryto getu ¢ TsKensimu popmamu HO Hukor-
Ia UM OAUTEIbHOE BpeMsA He XOAUIM CaMOCTOATENb-
Ho. Iloc/ie BpIMONHEHMA KOPPUTUPYIOMIUX ONEpaLuii
HIDKHYE KOHEYHOCTV CTaHOBATCA ONOPOCIOCOOHBI-
MJ, HO TAIVIEHTBI 4acTO OOATCS BCTAaTh U ONEpeTb-
¢S Ha HuX. /1719 BBIIOMHEHMS 3TOM CIIOXKHO 3agadun
B OT/Ie/ICHMAX PeabVINTALMN MCIIONb3YIOT CHeLVIaIn-
3MpOBaHHbIE BEPTUKANM3ATOPbl U MHIMBUJYa/IbHbIE
OpTe3bl, KOTOpbIe CTAaOMNIN3UPYIOT HIVDKHUE KOHed-
HOCTM CO CTaObIMM MBIIILAMM Y TUIIEPITACTUIHBIMMA
cycraBaMu. PAn aBTOpOB peKOMEHJyeT OcCeBble Ha-
TPY3KM U YIIpa>KHEHNA Ha YKpeIUIEHMEe MBI B BOJE,
B 9TOM C/Iy4ae PYUCK IONY4EeHNA TPAaBMbl 3HAYUTEIBHO
HipKe [24]. Tocne xoppekiyn gedopmManmii HIDKHAX
KoHeuHocTeit Fassier et al. MHTpaomeparoHHO CHM-
MaIOT C/IENKM C IMALMeHTa M M3TOTaBIMBAIOT VIHIM-
BUJyaNbHbIe LIApPHUPHBIE OpTe3bl [57]. Y maunmeHn-
TOB, KOTOpbleé HMKOIZA He XOOWIN [0 ONepalyy, OHI
npumeHsamm opresbl Thna KAFO, ns koTopbIx, nocie
BOCCTAaHOBJIEHMSA CUJIbI KBafipMIlerica, IeMOHTMPOBa-
7 MOJY/b Ha KOJIEHHBIN CYCTaB M OCTaBJIAMU TOJb-
KO Mopynmu Ha roneHp u crony (AFO). ¥V marueHTOB,
KOTOpbIE XONM/IN O OIepalyy, IPUMEHAIN OPTE3bI
tuna AFO.

3akAueHnue

Ha fmaHHBII MOMEHT y4eHBIM He M3BeCTeH KOH-
KPEeTHbII MeXaHNU3M, KOTOPBII BefeT K XPYIKOCTU
koctn. [eHoTnnuyeckas u eHoTUIMYECKasT Bapua-
6enpHocth HO moka He Haxogut oObscHeHuda. B ma-
TOTreHe3e JaHHOTO 3a00JIeBaHMs 1TOKa 60JIblie BOIIPO-
COB, YeM OTBETOB.

Jleuenne namyenToB ¢ HO m0/mKHO 6BITH KOM-
I/IEKCHBIM M OCYILIeCTB/IATHCS MYIbTURUCIIUIIIN-
HApHOJ KOMaHMOM CIELVAINCTOB, COCTOSAIEN U3
nefnaTpa, SHTOKPUHOJIOTA, peabuInToNIora, TpaBMa-
TOJIOra-OpTOIefia, TeHETUKA, CTOMATOJIOra, CYPHOJIO-
ra, ICUXOJIora U coluanbHoro paborHmka. Ha man-
HBI/I MOMEHT He CYIIeCTBYeT CTaHJapTOB OKa3aHWs
nomouy 6onpHbIM HO, Kaxpplil manueHT TpedyeT
VHIVBUAYATbHOTO IIOAXOMA ¥ NPK MOFOOpe MefuKa-
MEHTO3HOJI Tepanuy, U IpU ITAHUPOBAHUM XUPYP-
IMYECKOTO JIeYeHUs.

9¢deKTUBHOCTb JIEKapCTBEHHOI Tepaluy OCTa-
€TCSl HU3KOII, OHAa 3aK/II0YAeTCA TOMBKO B CUMIITOMA-
TUYECKOM JIeYeHUM U He YCTpaHAeT HPUYNHY 3a06071e-
BaHMs. HecMOTpsi Ha MHOTOYMC/IEHHbIE TTyOIMKALN,
CBUJIETENbCTBYOIME O MOTOXUTETbHOM 3ddeKTe
AQHTUPe30POTUBHOI Tepanny, HeT CTATUCTUYECKN JI0-
CTOBEPHBIX [JAHHBIX O TOM, IIPUBOAUT /I OHA K CHMU-
KEHMI0 YaCTOTHI IEePEe/IOMOB, YMEHbLUIEHNI0 60nn
Y YBeIMYEHUI0 MOOWIBHOCTU. brarojapsa pasBuTuio
TeHeTNYeCKMX TEeXHOJIOTMII 3a MOC/IeHIe oAbl 0OHa-
PY>)K€HO MHOTO HOBBIX T€HOB, MYTallM¥ B KOTOPBIX
npusogat k HO, 4To momoraer nydiiie MOHATH 1aTO-
reHe3 3abojieBaHNUsA ¥ Pa3BMUBaTh HalpaBleHUE TeH-
HOJ Tepanumu.

Bompoc o ToM, Kakue (QUKCATOpPBI BCE K Iyd-
e — TeJeCKONMYecKye WIN HeTeleCKOIYecKue,
Io cux 1mop obcyxpaerca. OCHOBHOE IIPEUMYILECTBO
TENeCKONMYEeCKNX (PUKCATOPOB 3aKII0YAETCA B CHMU-
JKEHVJ YacTOTBI IMOBTOPHBIX OMEpaluil HjIsi 3aMeHbI
Ha 6orlee [IMHHBIE Y [ieTeil C IMPORO/DKAIIVIMCS PO-
croM. OmBIT XMPYProB IO BCeMy MUPY IOKa3aj, 4TO
B IIEPBYI0 OYepelb Ba)XXHO COOTIONAThH CIIeAyIoIiye
IPUHINIIBL TedeHns manyueHToB ¢ HO: Heobxopumo
IOJIHOCTBIO YCTPAHATH JedopMannio, COXpaHsas Ipu
3TOM IIEPUOCTA/NbHOE KPOBOOOpalljeHMe ¥ MUHUMM-
3Upysl KPOBOIIOTEPIO; MHTPaMeRY/ULIpHas QUKCAIA
IO/DKHA OBITH Ha MaKCHMMATbHOM HPOTSDKEHUM KOCTHI
u obecnednBaTh BO3MOXXHOCTb paHHeNl peabuinu-
TaLUNL.

PeabunuranuoHHas Tepamusa UrpaeT KIOYEBYIO
pOJIb B TOAJEP)KaHNU U PACIIMPEHNN ABUIATEIbHOTO
peXyMa Hal}eHTa, B IPeOfo/IeHNN CTpaxa Ioyde-
HIsI HOBBIX IT€PEeTIOMOB.

C/IO)XKHOCTb aHa/M3a Pe3y/IbTaTOB JedeHus: 60mb-
HbIX HO cOCTONUT B MajIOUMCIEHHOCTI TPYIII, MasIoit
IPOMIO/DKNUTEIbHOCTY HAO/IONEHNII, BHICOKOI Bapua-
0e/IbHOCTY TedeHUs 3a060/IeBaHNA U OTCYTCTBUU KOH-
TPOJIbHO T'PYIIIBL.

AonoAHuTeAbHasi MH(popmaums

Uctounuk ¢puHancupoBanus. [lanHas pabdora
He (UHAHCHPOBATIACH.

Konpnukr mHTEpecoB. Y aBTOPOB CTaTby HET
KOH(/IMKTa MHTEpPecoB.

brarogapHocTi. Beipaxkaem 6marogapHocTb GoH-
Ry «XpyIKye MT0ay» 32 OPraHU3aLNIo JIeYeHVs TTaliy-
€HTOB C HECOBEepIIEHHBIM OCTeoreHe3oM B Poccum.

Bkmap aBTopos

M.E. Bypues — c6op u 06paboTka MaTepuanos,
aHa/IM3 MOJTyYeHHBIX JaHHBIX, HAIlMCaHUe TEKCTa.

A.B. ®ponos — KoHIeNIUA.

A.H. JTozéunos — c60p u 06paboTKa MaTepuaoB.

I.0. Mnvun — KOHIEMIINA.

A.B. Kopones — KoHLleNIMKA.
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