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PE3YJIbTATbI OCTEOCUHTE3A BEAPEHHOW KOCTV NAACTUHAMU Y NALMEHTKU ®
poe

CHECOBEPLUEHHbIM OCTEOTEHE30OM
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I'6Y3 MO «MoCKOBCKMI 0611aCTHON HayUYHO-UCCNe0BATENbCKA KIMHUYECKUA MHCTUTYT um. M.O. Bnagummnpckoroy,
Mocksa, Poccusa

HecoBepLueHHbI ocTeoreHe3 — 3To peAKoe 3aboneBaHune, XxapakTepusyloLeecs XpYnKoCTbio KOCTEN, YacTbiM/ Nepenoma-
MW, KOCTHbIMK fledopMaLMAMU, HU3KON MUHEPANbHOW NNOTHOCTbIO KOCTU. OTHOCMTENbHDBIN PUCK NEepesioMOB KOCTeN Y na-
LIMEHTOB C HECOBEPLUEHHbIM OCTEOrEHE30M B 4—6 pa3 BbillEe MO CPABHEHMIO C 06Lel nonynaurein. Y B3pocibix NaLMEHTOB
C HeCoBepLUEHHbIM OCTeoreHe30M YacToTa nepenomoB anadursa begpeHHo KOCTU NprMepHO B 35 pas Bbllue, YeM B 06LLen
nonynauunn. Mo COBPEMEHHbIM NNTEPATYPHbIM AaHHbIM, NPeaAnoOYTUTENIbHbIM METOAO0M OCTEOCUHTE3a Y TaKUX MalMeHTOB
ABNAETCA BHYTPUKOCTHbIA. OCTEOCMHTE3 NNaCTUHAMU COMPSAXEH C BbICOKOW YacTOTOM OCNoXXHeHW. MNpeactaBneH cnyyan
NneyeHns NaLMeHTKN C HeCOBEpPLLUEHHbIM OCTEOreHe30M, KOTopas C MHTEPBAJIOM 2,5 rofa nepeHecna fiBe ornepaumy ocrTeo-
CUHTe3a 6epeHHO KOCTM nnacTuHamu. lNepBasa onepauua BbiNonHANacb MO NOBOAY Nepesioma gnadusa begpeHHon KocTu
Ha BblcOTe BapycHol aedpopmauuun. BTopoii ocTeoCcuHTE3 BbIMOMHANCA MO NOBOAY NEPUUMMIAHTHOIO Nepenoma npoKcu-
MasnibHOro otaena 6egpeHHol KocTu. loCTUrHyTa KoHconupauma 6egpeHHon KocT Ha 06omx ypoBHAX. MpeacTaBieHHbIN
CJlyyall AEMOHCTPUPYET, YTO HAKOCTHBIN OCTEOCKHTE3 MOXKET ObiTb 3G HEKTUBEH MPY NIeUeHV NePENoOMOB 6eipeHHO KOCTM
y NaLMEHTOB C HECOBEPLLEHHbIM OCTEOreHE30M C JOCTVPKEHVNEM KOHCONUAALIMM NPU COBMIOAEHNN ONMCaHHBIX XUpPypruye-
CKUX HIOAHCOB.

KJTIOYEBDIE CJTOBA: HecoBepLueHHbI 0cTeoreHes; nepeniom 6eapeHHON KOCTY; OCTEOCUHTES; KNMHUYECKUI ClyyYait.

RESULTS OF PLATE OSTEOSYNTHESIS OF THE FEMUR AT THE PATIENT WITH OSTEOGENESIS
IMPERFECTA

© Konstantin V. Shevyrev*, Dmitriy A. Shavyrin, Dmitriy V. Martynenko, Elena V. Proskurina, Victor P. Voloshin,
Regina V. Kondaleva, Margarita A. Shakhova

Moscow regional clinical and research institute by M.F. Vladimirsky, Moscow, Russian Federation

Osteogenesis imperfecta is a rare disease characterized by bone fragility, frequent fractures, bone deformities, and low bone
mineral density. The relative risk of bone fractures in patients with osteogenesis imperfecta is 4-6 times higher than in
the general population. In adult patients with osteogenesis imperfecta, the incidence of femoral shaft fractures is approxi-
mately 35 times higher than in the general population. According to modern literature data, the preferred method of osteo-
synthesis in such patients is intramedullary. Osteosynthesis with plates is associated with a high incidence of complications.
A case of treatment of a patient with osteogenesis imperfecta who underwent two femoral osteosynthesis operations with
plates at an interval of 2.5 years is presented. The first operation was performed for a femoral shaft fracture at the height of
varus deformity. The second osteosynthesis was performed for a peri-implant fracture of the proximal femur. Femoral con-
solidation was achieved at both levels. The presented case demonstrates that plate osteosynthesis can be effective in the
treatment of femoral fractures in patients with osteogenesis imperfecta, achieving consolidation if the described surgical
nuances are observed.

KEYWORDS: osteogenesis imperfecta; femoral shaft fracture; osteosynthesis; case report.

AKTYAJIbHOCTb

HecoBeplueHHbIN ocTeoreHe3 (He3aBepPLUEHHbIN OCTe-
oreHes, osteogenesis imperfecta, 6one3Hb JlobwrenHa—
Bponuka, HecoBeplueHHOe KocTeobpa3oBaHue, 60ne3Hb
«XPYCTaNbHOro yenoseka», fganee — HO) — 310 pepkoe
(opdaHHOEe) 3aboneBaHUe, xapakKTepU3yOLEeCs XPYMKO-
CTb0 KOCTEN, YacTbIM/ NepesioMamMu, KOCTHbIMU fedopma-
LUMAMN, HA3KOW MUHEPANbHOM NAIOTHOCTbIO KOCTU, HapyLue-
HUEM €€ MUKPOAPXUTEKTOHUKN N OPYTMMUN N3MEHEHNAMUN
B OpraHax, CBi3aHHbIMM C lepeKTOM COeAUHUTENBHOM TKa-

HU. dTnonorua HO cBA3aHa C HanMuuem myTauuii, NPUBO-
JAWMX K ANCMNA3nn COeAUHUTENIbHOW TKaHW, YTO NPUBO-
IWT K HapyLleHuio GOpMrpPOBaHUsA KOCTel, 3y6oB, Hannumnio
M3MEHEHMWI B Pa3fInuHbIX OpraHax u cucremax. B npose-
[IEHHbIX TeHEeTMUYECKUX UCCefoBaHmax 6onee yem B 90%
cnyyaeB MyTaumm obHapy»KeHbl B reHax KonnareHa COLTAT
n COLTA2 c ayTOCOMHO-AOMWHAHTHbIM TUMOM HaclefoBa-
HUs, B OoCTasbHbiX 10% — MyTauuuy B reHax Genkos, yua-
CTBYIOLUX B BMOCUHTE3E M COOPKE MOMEKYSbl KOMnareHa,
a TakXKe B reHax LLarnepoHOB KoJslareHa 1 reHe oCTepuK-
Ca, XapaKTepusyiowmeca ayToCOMHO-peLeCCMBHbIM TUMOM
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HacnefoBaHuA. Kpome HM3KOPOCOCTU Y MHOXECTBEHHbIX
nepenomos, y nayneHtos ¢ HO moryT oTmeuyaTbca aHOMa-
NN OEeHTUHOTreHes3a, MaTosiorua rnas, TyroyxocCTb, MOpo-
KN cepaeyvyHo-coCcyanucTon N NeroyHon cuctem n gpyrue
OTKNOHeHuA. KnnHnyeckrne nNpoABNEHNA Y YIIEHOB CeMbMU
C aHaNIOTUYHbIMU MYTaLUMAMM MOTYT NpeTepneBaTb 3HaUM-
TeNbHYI0 BapnabenbHOCTb.

Knaccudpumkauyma HO ¢ yyeTom reTeporeHHoCTU KianHW-
UecKrx NPosABNeHNI BriepBble Obina npeacTaBneHa B 1978 r.
aBcTpanuiickum reHetmkom D. Sillence n onwvcbiBana 4 Ba-
puaHTa 3aboneBaHua. C yyeToM pPasBUTUA FEHETUYECKON
OVArHOCTMKM 1 OOHAPYXEeHUsi HOBbIX MyTauWiA YMCO TuW-
nos HO yBennunBaeTca 1 B HacTosALLee BpemMs HaCuMTbiBaeT
XVIII rpynn (no umcny B COOTBETCTBUM C HOMEpPaMu reHOB,
B KOTOpPbIX BbliBNeHbl MyTaumn) [1]. KnnHnuyeckaa knac-
cudukauma MexayHapoaHOW HOMEHKATypHOW Fpynnbl
Mo M3yYeHUI0 KOHCTUTYLUOHANbHbIX HapyLeHWU CKeneTa
(INCDS) 2009 r. BbigenseT 5 ocHOBHbIX rpynn. Knaccudum-
Kauua, npegnoxeHHasa 3apunoson A.P. n XycanHoson P.U.
B 2020 r. 1 NpeAcTaBNeHHasA B Tabnuue 1, MMeeT COOTBeT-
CTBME KIVUHUYECKOWN KapTWHbI C pe3ynbraTaMu reHeTnye-
CKOW ANarHOCTMKKU, COOTBETCTBYET MO OCHOBHbIM pa3fenam
mexgyHapogHon (INCDS) [2].

YacToTa HeCcoBepLUIEHHOro OCTeoreHe3a B PasHbIX CTPa-
Hax NpU POXAEHMU KONebnetca, B CpegHemM COCTaBsieT
6-7 cnyyaeB Ha 100 TbicAY HOBOPOXAEHHbIX, B Poccminckon
QOepepaumm, no gaHHbiM OepepanbHoro peructpa 2015 r.,
B cpegHem no ctpaHe 1-1,5 Ha 100 TbicAY HOBOPOXAEH-
HbIX [3].

Bbicokas uactota nepenomos npu HO 6bina npusHa-
Ha C MOMEHTa MepBOro MeAMUMHCKOro OMucaHuA 3TOro
3aboneBaHunss B 1690 ., HO SMNMAEMMONOIMA MEPENIOMOB
Ha NPOTSKEHWM X13HM Oblna onncaHa HegasHo [4]. Monyns-
LMOHHOe nccnegoBaHune B [laHnn nokasano, 4To noan ¢ au-
arHo3omM HO mmeloT B Bocemb pa3 6onee BbICOKY0 YacToTy
nepenomoB (BCe YUYacTKM CKesleTa BMecTe B3fTble), uem 006-
waa nonynauna [5]. OTHOCUTENbHbIN PUCK NePenoMOB Npn
HO no cpaBHeHuIo ¢ obLien nonynsauuen 3HaUMTENbHO Ba-
pbrpoBanca c Bo3pactom (B 11 pas Bbiwe y nogen ¢ HO mo-
noxe 20 net, B 6 pa3 — o1 20 go 54 net n B 4 pasay niogen

B BO3pacTe 55 net u ctapuwe). Kak 1 B o6Lwein nonynaumu,
y *eHwuH ¢ HO Habnoganacb 6onee BbiCOKas yactoTa ne-
pPenoMoB BO BpeMsA MEHOMay3bl, YEM Y XKEHLUUH B MPEeMEHO-
nayse.

Y B3pocnbix ¢ HO yactoTta nepenomoB gradusa 6egpeH-
HOW KOCTU NpuUMepHO B 35 pa3s Bbille, Yem B 06LLel nonyns-
uun [6].

Xnpypruyeckoe JieueHMe nepesioMoB Yy MaUMeHTOB
¢ HO aBnAetca cnoXxHom 3agayen u CONPAXKEHO C HU3KOM
MVHEepasnbHOM MAOTHOCTbIO KOCTHOM TKaHW, YXKe CYLLIeCTBY-
lownMmn  aepopmaumnsMn CKeneta, U3IMEHEHUAMU KOCTEN
N MAFKUX TKaHEW NOCJIe YKe NepeHeceHHbIx onepauunn [7].

CoBpemeHHble NTePaTypPHbIE UCTOYHUKN B 6ONbLINH-
CTBE C/lyyaeB MOCBALEHbl XWPYPruyeckomMy JeueHuto
nepenomoB u gedopmauun kocten y getein ¢ HO. OHu
He PeKOMEHAYIT HaKOCTHbII OCTEOCMHTES 13-3a BbICOKO-
ro Uncna HeyaoOBIETBOPUTENbHbIX PE3yNbTaToOB JieYeHUA
N OCNOXXHEHUN. HeEMHOrouncneHHble CTaTby, NOCBALLEH-
Hble XUPYPrmuyeckomy neyeHmno nepenomoB U KoppeKkymm
gedopMaunni y B3poCibliX NALUEHTOB C HECOBEPLUEHHbIM
OCTEOreHe3oM, TakKe He PEeKOMEeHAYIT MPUMEHATb Ha-
KOCTHble ¢uKkcaTopbl [8, 9, 10]. M nuwb efnHUYHbIE pa-
60Tbl coobuaoT 06 3¢pdeKTUBHOCTM NAacTUH NPy npa-
BWIbHOM Yy4yeTe BO3MOMHbIX PUCKOB MEPUUMMIAHTHbIX
nepenomos [8].

B ueHTpe opdaHHbiXx 3aboneBaHun [BY3 MO
MOHUKWN nm. M.O®. Bnagummnpckoro (ganee — MOHWNKN)
Habnlogaotca 58 nauymeHtoB (B TOM unmcne 15 pertenr)
C anarHo3som: «HecoBepLueHHbIN ocTeoreHes» (kog MKB-10
Q78.0). B Habnogaemoli rpynne — 30 NaLMeHTOB MY»KCKO-
ro nona n 28 — XeHCKOro, umeetca 7 cemen, B KOTOPbIX
2 n 6onee naumeHtoB ¢ HO. MNaumneHTbl HabNOAATCA SH-
JOKPWHOMOIrOM 1 TPaBMaTONOroM-opToneoM, MoJyyatoT
Tepanuio npenapatamu rpynnbl 6ucdocpoHaTos, octeore-
HOH, BUTaMuH [1 u ap. lNpoBoanTca oueHKa CTeneHn MuHe-
panu3auumn ckeneta AeHCMTOMETPUYECKUM metogom 1 pas
B 1-2 roga gnAa Koppekumn nposogumon tepanun. MNpn He-
06XOAUMOCTY XMPYPIrMYeCcKor KOPPEKLMM NaLMEHTbl roCnu-
TanM3npylTca B OTAENEHe TPaBMaToNorMm 1 opToneamnm
MOHWKW.

Ta6bnuua 1. CoBpemMeHHas KMHNYeCKasa KnacCuduKaums HeCOBEPLLEHHOMO OCTeOreHe3a

Tun HacnegoBaHuA
(AQ, — ayTocomHo-

Tvin HasBaHue Tuna leH AOMWHAHTHbIN;
AP — ayTocomHo-
peueccnBHbIN)
| Henedopmupylowmi Tun CronybeIMn ) 11 0 142 SP7, BMP1, P3HT, PLS3 AL, X-cLienneHHbiii
cKnepamm
. . COL1A1,COL1A2, CRTAP, P3H1, CREB3L1, PPIB,
Il MNeprHaTanbHO NeTanbHbIV, TAXKENbIN BMP] AL, AP
MporpeccuBHo AedopMUpyIoLWi COL1A1,COL1A2, BMP1, CRTAP, FKBP10, P3H1,
m Se 'ZHHO mme’i o PMUPYIOWIM, b1 0D2, PPIB, SERPINF1, SERPINH1, TMEM38B, AL AP
ymep WNT1, CREB3L1, FAM46A
v BapwuabenbHbiii HO ¢ rony6bimu COL1AT1, COL1A2, WNT1, CRTAP, PPIB, SP7, PLS3, AL, AP, X-CLierIeHHblii
CKnepamu, CpegHeTAXKeNbI TMEM38B, FKBP10, SPARC o AR ACl
Vv CpepHeTsxkenbin HO ¢ occndumkaumen IFITM5 ALl

MEXKOCTHOI MeMbpaHbl npegnnieybs
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OMUCAHUE CNYYAA

22.01.2019 r. B oTAENEHME TPaBMaTONOrnmn N optToneann
MOHWKW rocnutanusmnpoBaHa naumeHTtka P. 32 neT ¢ xano-
6amu Ha 601 B NpaBom befpe, BbIHY>KAEHHOE MONOXKeHNe
NPaBOM HWXHEN KOHEeYHOCTM N HEBO3MOMHOCTb OMopbl
Ha Npa.yio HOrYy.

AHamHe3 TpaBmbl: 01.01.2019 r. ynana c BblCOTbl CO6-
CTBEHHOIO POCTa, MOYYBCTBOBANa pe3Kyto 60sb B NpaBoM
6epnpe, obHapyxuna gedopmauuio npasoro 6eapa. bpura-
0OV CKOPOM MeAULMHCKOW MOMOLLM AOCTaB/EeHA B CTaLMNO-
Hap No MecTy »K1TenbcTBa. Bo Bpema peHTreHoNnormyeckoro
nccnefoBaHnA QUarHoCTUPOBaH NepPUNMMNIAHTHBIN NoaBep-
TeNIbHbIV NEePesioMm NpaBon 6eJpeHHON KOCTU CO CMELLEHM-
€M OT/IOMKOB. HanoxeHo ckeneTHoe BbITAXeHue, 06cneno-
BaHa, NepeBefieHa Aj1a OnepaTMBHOrO SlIeYeHNA B OTAeNeHne
Tpasmatonorun n optonegun MOHUKNA.

AHaMHe3 >K13HW, OCHOBHOIO 3a6051IeBaHUs U €70 OCJIOX-
HEeHWN: NauMeHTKa C MnajeH4yecTBa CTpajaeT OCTeonopo-
30M TAXKENIOro TeYEeHUsA, OCJIOKHEHHbIM MHOXECTBEHHbIMU
MaToNIorMYecKMM nepesiomamn Ha $GoHe HecoBepLUeHHO-
ro octeoreHesa u cnHgpomMmom dnepca-fanHnoca. Pognnack
oT 1 6epeMeHHOCTM, NPU POXKAEHMMN: XPOHUYECKasA TUMOK-
cus, BPOXAEHHasA rugpouedanus, BHYTPUYTPOOHbIN nepe-
nom neBoro 6efpa, NeBOCTOPOHHAA KoconanocTb. [lo 1 roga
XM3HU C OTCTaBaHUEM GpU3MUECKOTrO U MOTOPHOTO Pa3BUTUS,

UMenn MecTo rmnoxpomHaa aHemus | CT., HapyweHue Ko-
CcTeob6pa3zoBaHuA. [narHo3 HeCOBEPLUEHHOro OCTeoreHesa
yCTaHOB/EH B 2-NeTHeM BO3pacTe.

C 16-netHero Bo3pacta (2003 r.) HabnogaeTca B Meau-
Ko-reHeTnuyeckom UeHTpe MOHWKW no nosogy Hecosep-
LWEeHHOro ocTeoreHesa 1 TMnNa ¢ ayTOCOMHO-AOMUHAHTHbIM
TUMOM HaclefoBaHMA 1 cMHApoma Snepca-JaHnoca. He-
COBEPLUEHHbBIN OCTEOreHe3 AMArHOCTMPOBaH y MaTepu na-
umeHTKN. NmeeT pgoub 2013 r.p. KOTOpaa TakXKe CTpagaer
HeCOBEpPLUEHHbIM OCTEOreHe30M, NepeHec1a HECKONbKO Me-
PeNoMOB 1 HabNAAETCA B MEANKO-TEHETUYECKOM LiIeHTpe
MOHUKW.

leHeTMUecKana gMarHOCTUKa NaUMeHTKe He NpoBoAuiach
B CBAI3M C BbICOKOW CTOMMOCTbIO U HEBK/IIOYEHNEM AAHHO-
ro Bnaa AnarHOCTMKN B Mporpammy rocrapaHtui. [Jouvepu
nauveHTku npu obcnepoBaHuM B depepanbHOM LEHTpe
6bII0 NPOBELEHO MONEKYISPHO-TEHETUYECKOE UCCNEfO-
BaHME KJIMHMYECKOTrO 3K30Ma W BbIABNEH HYKNeOTUAHbIN
BapuaHT ¢.3505G>A (chr17:50187041C>T; NM_000088.4;
rs67815019) B reTepo3nroTHOM COCTOAHUM B 3K30He 47 reHa
COL1AT (OMIM 120150), BanuanpoBaHHbIN METOAOM CEKBE-
HupoBaHua no CaHrepy, NPUBOZALNIA K aMAHOKNCITOTHOMY
BapuraHTy p. G1169S, He oNMCaHHbIN B KOHTPOJSIbHOW BbIGOP-
ke gnomAD v4.1.0. HykneoTuaHbIi BapnaHT OMNmMcaH B Mex-
ZOyHapopHoi 6a3e HGMD professional [CM070694] y nauu-
€HTOB C HecoBepLleHHbIM ocTteoreHesom, Tin |, Tun I, Tun 1.

-

PucyHoK 1. PeHTreHorpamMmbl naumyeHTKM C nepesioMoM NnpaBoi 6eapeHHo KOCTH.
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B cooTBeTCTBMM C poccninckum PykoBOACTBOM MO MHTeprpe-
TauMm AaHHbIX nocnegoBaTenbHocTn [HK yenoBeka, BbiAAB-
NEHHbIN HYKNeOTUAHbIA BapuaHT cnefyeT pacLeHnBaTb Kak
natoreHHblI. CornacHo 6a3e gaHHbix OMIM, myTauum B reHe
COL1A1 onucaHbl y MayMeHTOB C HeCOBEepPLUEHHbIM OCTeo-
reHesom, Tun | (OMM 166200), Tun Il (OMIM 166210), Tun lll
(OMIM 259420), Tun IV (OMIM 166220), 6one3Hbio Kaddu
(OMIM 114000) u cungpomMom dnepca-LaHnoca, Tun apTpo-
xanasua (OMIM 130060), HacnegyembiMU NO ayTOCOMHO-A0-
MUWHaHTHOMY TuMy. TaknMm 06pa3om, MMEeeTCA reHeTUYeckoe
NoATBEP)KAEHNE HanuumMa MyTauuu, Bbi3blBaeMOWN KIVHU-
yecKme Npr3HaKky HeCOBEPLUEHHOMO OCTeOoreHesa y goyepun
nauveHTKW. [laHHbIN pe3ynbTaT FreHeTUYeCcKoro Uccnepo-
BaHNA C BbICOKOW BEPOATHOCTbIO MOXHO pacLeHnBaThb Kak
WOEHTUYHBIN Yy paccMaTprBaeMOi NauueHTKn (matepu 06-
CreqoBaHHON OEBOYKN).

Mpu ocMoTpe MaUMEHTKU OBOHapyXMBAKTCA MaKpoLe-
danwua, ronybble cknepsbl, HapyLleHWe AeHTUHOreHe3a, MHO-
XecTBeHHble AepopMaLim KOCTEN HUPKHUX KOHEYHOCTEN,
CKONIMO3, M/IOCKOCTOMNUE, TMNepMOBUIBLHOCTL CYCTaBOB,
CHWXeHMe cnyxa. B HacTosALlee Bpema BO B3pOC/IOM COCTO-
AHUN NaumeHTKa nmeet pocT 130 cm, Bec 70 Kr.

B obLein cnoXHOCTU NauMeHTKa nepeHecna 6 nepeso-
MOB: NepPBbIi — BHYTPUYTPOOHDBIV Nepenom neeoro 6enpa,
BTOpol B Bo3pacte 10 netr — nepesiom npasoro 6enpa,
B 12 neT nonyuynna TpPeTun nepenom — nesoro begpa (ne-

YyeHue onepaTMBHOE — pe3eKLMA JIOXKHOro CycTaBa 1eBOro
6efpa c Koppekunen gepopmaunn 1 0OCTEOCMHTE3OM), Me-
TannodurkcaTopbl yaaneHbl. YeTBepTblli Nepenom noayuuna
B BO3pacTe 24 netr — nepesiom 6onbluebepLoBon KoCTu
CneBa, neuymnacb KoHcepBaTuBHo. B 29 net (02.05.2016 r.)
nosnyuuna nNATbIN MO CYETY NepPenom — 3aKpbITbI Nonepey-
HbI Nepenom cpefHeln Tpetn anadusa npason beapeHHON
KocTu, no nosogy Kotoporo 02.06.2016 r. BbINONHEH KOM-
MPECCOHHBIN OCTEOCUHTE3 MACTMHOWN C BIOKMPOBaHUEM
(pnc. 1-2).

Bo Bpems 3TOro BMeLLaTesibCTea Obliv BbINOSIHEHbI OTKPbI-
TaA peno3numa OTIOMKOB C COXpPaHEHVEM NpeacyLlecTByo-
wen Gpopmbl NpaBot 6eAPEHHON KOCTU 1 KOMIPECCUOHHBIN
OCTEOCMHTE3 MNACTUHOW C 65TOKMpPOBaHMEM. [N1A OeKOHLEH-
TPaUWM HanNpsKeHUs no Kpasm GuKcatopa B HaAMbILLENKO-
BOW 30He GefjpeHHON KOCTW UCMOb30BaH HEBNOKMpyeMbIi
OGUKOPTMKANbHBIA BUHT 4,5 MM, @ B MPOKCUManibHOM OTaene
6oKupyemMblii BUHT Obln1 BBEAEH MO KacaTeslbHOW, Knepeau
oT ayrn Agamca. YaaneHue nMniaHTaToB He NaHMPOBanoCh.
MNocne KoOHcCONMAauWMM KOCTU Ha 3TOM ypoOBHe B cpokn 10
MeCsALeB Y MaLMeHTKN BOCCTAHOBMIACb OMOPOCNOCOHBHOCTb
KOHeyHOoCTW. OfiHaKO Npou3oLeN NePUMMMIAHTHbIN HU3KO3-
HepreTUYecKuii NoABepPTeSbHbIN NepenoM 6epeHHON KOCTU
npwv nageHnmr Ha npasbii 60k 01.01.2019 .

Mpu rocnutanM3aumn NauMEHTKN B OTAeNIeHue TpaB-
matonoru optoneann MOHWKWN yctaHOBneHo, 4TO NnHMA

PucyHOK 2. PeHTreHorpammbl NaLueHTKM NoC/ie OCTEOCMHTE3a 6efipeHHON KOCTUW, 6OKMpYyeMoii NNacTUHON.
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PucyHok 3. PeHTreHOrpaMmbl NauMeHTKM C NEPUUMIMIAHTHBIM NepesioMomM 6epeHHON KOCTU.

PucyHoK 4. PeHTreHOrpammbl NaLMeHTKM Noce onepauny yaaneHna NMNIaHTaToB, KOPPUTMPYIOLLe OCTEOTOMUM MPOKCUMaIbHOro
oTzena npaBoi 6epeHHOI KOCTW 1 OCTEOCHTE3a GJTIOKMPYEMON NIACTUHON.
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nepenoma npoxogmuna KoCco-nonepeyHo yepes KaHan BTO-
poro BMHTa (puc. 3), Ha KOTOPOM KOHLEHTPUPOBANNCH
nsrnbarowie Harpyskum u3-3a COXPAHAIOLWENCA BapyCHON
fedopmMaLmm NpPoKCMManbHOro otaena 6egpeHHoON KOCTw.
K coXaneHuto, MpOKCMMANbHbIN BUHT He o6ecrneunsn geKoH-
LeHTpaLMIo Harpy3Ku, 4To NPUBENO K YCTaIOCTHbIM U3MEHe-
HUAM KOCTM 1 NoCeaytoLemy nepesomy.

B cBsi3u C 3TUM nocne cTauMoHapHOro obcnefoBaHmsA
29 sHBaps 2019 r. 6bi1a BbINONIHEHA onepauns — ypane-
HUe BMHTOB M MAacTWHbI M3 MpaBoro 6efpa, SKOHOMHas
afjanTupyowasa peseKkuma Ha YPOBHE NePUUMMIIAHTHOrO
nepenoma, Koppurupylouwasa fpeBapusauma uU Kommnpec-
CUOHHbIN OCTeoCMHTe3 6noKnpyemon nnacTuHon. [nA
OCTeOoCMHTEe3a UCNOoJsIb30Banacb «rnepeBepHyTaa» KOHTP-
naTtepanbHas AucTanbHaa 6efipeHHas NnacTrHa B pexunme
ONHAMMNYECKON KOMMNPECCUN ABYMA KOPTUKANbHbIMU BUH-
Tamu. [nA [eKOHUeHTpauuy HanpsKeHusa Obin MCnosb-
30BaH MOHOKOPTUKabHbIN AUCTaNbHbIA BUHT. C yyeTom
CHVXKEHHOW MWHEpPAnbHOW MIOTHOCTU KOCTU KONMYECTBO
BVMHTOB, BBEJEHHbIX B KaXAblll OT/IOMOK, 6bl1o 6osblue,
yem NMpY OCTeOCUHTEe3e GefpeHHOoN KOCT 6e3 0CcTeonopo-
3a (puc. 4).

B nocneonepaunoHHOM Mepuoge nauMeHTKa Habnio-
Janacb ambynaTopHO Yy reHeTuKa, SHLOKPMHOJOra U Tpas-
maTonora-optonega MOHWKW. B npouecce HabniogeHus
OTMeueHa NOoNOXMTeNbHAA PeHTreHonornyeckas gMHaMumKka
cpaweHus (puc. 5).

PE3YJIbTATbl ®U3NKAJIbHOTO, IABOPATOPHOIO
N UHCTPYMEHTAJIbHOIO UCCNEAOBAHUIA

IvHamuka nabopaTopHbIX MoKasaTenen:

- BMOXMMMYECKWIA aHanm3 KpoBu (aHBapb 2019 r.): xone-
ctepuH — 3,0 mmonb/n, anbbymuH — 30 r/n, MoyeBu-
Ha — 7 MMOJb/N, KpeaTuHWH — 43 MKMOJb/N, FoKo-
3a — 4,7 MMOnb/n, Kanbumi — 2,2 MKMOAb/CYT (HOpMa
2,15-2,79 MKmoOnb/cyT);

- BUOXMMMNYECKNIA aHanm3 KpoBu (aHBapb 2022 I.): roKo-
3a — 4,6 Mmonb/n, KpeaTHNH — 60 MKMOb/N, MOYeBU-
Ha — 2,2 MMOnb/1N, Kanbumin — 2,19 MKMosb/CcyT (Hopma
2,15-2,79 MKMOnb/CyT.);

- GuoXMMmnYecKkuii aHanm3 Kposm (saHBapb 2023 r.): Kpea-
TUHWH — 57,74 mKmonb/n, moyeBnHa — 2,99 mmornb/n,
rnokosa — 3.52 mmonb/n, Kanbumn — 2,5 MKMonb/cyT
(Hopma 2,15-2,79 mKmonb/cyT);

- OeHcutomeTpus (ceHTAbpb 2022 T.): B WeKe neBon be-
APEHHOW KOCTN MUHEpPanbHasA MNNOTHOCTb KOCTU COCTaB-
nAet 88% oT BO3pacTHOM HOpMbI (Z-KpuTepunia -0,9 SD).

B 6enpe Z-kputepuii -2,3 SD. B guctanbHom otgene Ko-
CTel npepnneybsa MUHepanbHada MAOTHOCTb KOCTU chpa-
Ba coctaBnAeT 107% OT BO3pacTHOW HOPMbI (Z-KpuTepui
+0,8 SD).

HasHauaemyto sHgoKprHONorom ¢ 2016 r. OCTEOTPOIHY0
Tepanuio (MOCTOSIHHbLINA MPUEM KOMOMHUPOBAHHBLIX Mpena-
paToB KanbuuA M BuTamunH D3, 301eHOPOHOBYIO KUCIOTY

PucyHok 5. MCKT-cpe3bl npaBoii 6eApeHHOI KOCTW NaLMEHTKY Yepe3 NoarofAa nocse onepauum ¢ npu3Hakamm neproctanbHOro Mo3o-
neobpaszoBaHus.
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PucyHoOK 7. PeHTreHorpammbl npaBoii 6egpeHHON KOCTU NaUMEHTKM 5 IeT U 4 MecALa Nocsie onepaTMBHOMO BMeLlaTeNnbCTBa.
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PricyHoK 8. OceBble peHTreHOorpaMmbl HUXKHUX KOHEUHOCTel Yepes 5 neT 1 4 Mmecsua nocsie onepaTBHOIO BMeLLaTeNbCTBa Ha MPaBom
6eppe.

5 Mr BHYTPUBEHHO KanenbHO Ha GU3MONOrMYeCKOM pac-
TBOpe 1 pas B rog) nonyyana HeperynapHo. Tak, nauneHTka
BMepBble 11 eANHCTBEHHDIN Pa3 Moyunsia 3071eHAPOHOBYIO
Kucnoty B 2022 r.

ncxoa v PE3yNbTATbl HABJTIOAEHUA

MocnepHee obpalyeHue K TpaBMaTosiory-optonegy
B HOAGpe 2023 r. 6bI10 CBA3aHO C TOTANIbHOWM HeCcTabub-
HOCTbIO JIEBOTO KOMIEHHOTO CyCTaBa CMELUAHHOTO reHe-
3a (rMNepmMo6BUNbHOCTL 1 TpaBMa) Ha ¢poHe roHapTpo3a.
MN3-3a HeCcTabunbHOCTUN NTEBOroO KOJIEHHOTO CyCTaBa nauu-
€HTKa nepegsuraeTca npn nomowm KOCTbIJ'IeVI, orpaHun-
4ymBaAa Harpysky npenmmyuwectBeHHO Ha JIEBYIO HUXHIOIO
KOHEYHOCTb, N ncnonb3yeTt I'IOﬂy)KECTKI/IVI opTe3 AnAa Ko-
JIEHHOro cCycTaBa. nOABVI)KHOCTb B MpaBblX KOJMEHHOM
1 Ta306eipeHHOM CyCTaBax orpaHuyeHa yriom 90 rpagy-
coB (puc. 6).

HecmoTps Ha OOCTUrHYTYI0O KOHCONMAAUMIO nepenoma
NPOKCUMaJsIbHOro OTAeNa NpaBoW 6GeapeHHOWN KOCTU, PEHT-
reHOJIOrMYECKM NPOCIIEXKMBAETCA €r0 30Ha, YTO XapaKTepPHO
ana HO (puc. 7). Ocb onepupoBaHHON 6eapeHHON KOCTu
6N113Ka K OC/ 300POBO KOCTH (puc. 8).

OBCYXIEHUE

Hu3kas mexaHnyeckas NpoYHOCTb KOCTU Ha GpOHe ocTe-
OreHuu, NOBbIWEHHAA YYBCTBUTENIbHOCTb KOCTU K 3HaKO-
nepeMeHHbIM Harpyskam, niactnyeckasa WaM MoCcTTpaB-
MaTnyeckaa gepopmMaumns CermeHTa OTArowWalT MPOrHo3
1 TpebyloT cneumanbHbIX NOAXOA0B K JIEYEHNIO NEPESIOMOB
y nauymentoB ¢ HO. Hepepko y Takux naumeHTOB B3pOCIIO-
ro Bo3pacTa OTMeYaeTCA HernoJIHOe cpalleHne nepenoma
nm6o dopmMrpoBaHMEe OQHOKOPTMKaNbHOW wenu [8]. Ha-
pylweHre npoueccoB GrU3MONOrMyeckoro u penapaTMBHoO-
ro oCTeoreHesa Ha reHeTMYeCkOM YPOBHE He MOXeT 6bITb
NPeoAoNeHo NMPU COBPEMEHHOM COCTOAHUN MeOULVHbI.
MosTomy BbIGOP MMMAAHTATOB A OCTEOCMHTE3a Yy na-
uneHToB ¢ HO, nonyumBlinx nepenom 6egpeHHON KOCTH,
a TakKe Mpu onepauumn Koppurmpyiowern oCTeoToMUm
NnpeAcTaBAsAeT N3BECTHYIO CNIOXKHOCTb. Tem 6oree, UTo Co-
XpaHAWLWAACA y NaLneHTOB HEMOJIHOLEHHOCTb KOCTU CTa-
BWT MO COMHEHME LienecoobpasHOCTb UX NocsiefyoLero
yaaneHus.

BonbWNHCTBO aBTOPOB, AEMOHCTPUpPYIOLWME KaK CBOM
OMbIT, TaK W CCbiNALWMECA Ha OMbIT U pPeKoMeHZauuu
KONner, He PeKOMEHAYIT NpumeHeHne nnactvH [8]. Tak,
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MwHrasos 3.P. ¢ coaBT. coo6waloT, UTO NPMMEHEHNE HAKOCT-
HbIX MIACTUH, BUHTOB NPU TAXesbIX GOpMax HeCOBEpPLLEH-
HOroO OCTeoreHesa B HacToAllee BpeMA HeakTyanbHo [9].
Enright ¢ coaBT. coobwatoT 0 nonyyeHHbIx 69,2% OCNOX-
HEHWUI NPV NCNOJIb30BAHMMN HAKOCTHBIX UMMJIAHTaTOB Yy Ma-
uneHToB ¢ HO 1 pekomMeHAyT OTKa3aTbCA OT HMX B MOJb-
3y BHYTPUKOCTHOMN ¢ukcauumm [10]. B mae 2016 r. rpynnoii
aMEPVIKAHCKMX aBTOPOB OnybnukoBaHa 0630pHasA CTaTbA
C peKkoMeHZaUMAMY MO OPTONEANUYECKOMY JIEYEHUIO B3POC-
NbIX MALMEHTOB C HECOBEPLLEHHBIM OCTEOreHe30M. ABTOpbI
peKkoMeHAyIoT n3beraTb NCNONb30BaHUA BIOKMpPYEMbIX NJia-
CTVIH 1 YpE3MEPHO »KeCTKOM PprKcaLmm KOCTen y 3TUX nauu-
eHToB [11].

Jivwb B efMHUYHBIX Ny6NMKaumax cooblaeTca o BO3-
MOXHOCTY 3¢ GEKTUBHOTO MPUMEHEHUS HAKOCTHBIX MAACTWH
npu ¢uKcaumy nepenoma Wi KOppUrnpyroLwwen ocTeoTo-
MUK y B3pocCsbix naureHTos ¢ HO 1 gatotca pekomeHgaumm
no nx 6esonacHoOMy npruMeHeHuto [7].

B nutepatype Ham BCTpeTUnnCh cryyau Gprkcaumm nepe-
nomoB 6efpeHHOl KOCTW y B3poC/bix naumneHtos ¢ HO nH-
TpamegyiAPHbIM 31aCTUYHbBIM CTepXKHEM [12] n doToamHa-
MUYECKM UHTpameaynisapHbIM reo3gem [13]. K coxanenuto,
B 000MX Clyyasx pa3BUINCb NEPUVMIIAHTHbIE NMEPeNoMbl.
JleyeHue neprMMMNNaHTHOrO MepesioMa y nauueHTa ¢ na-
CTUYHBIM CTEPXKHEM MPOBOAUNOCH KOHCEpBATUBHO. Mauu-
eHTYy C GOTOANHAMMYECKUM LUTUHTOM BbINOJIHEH HAKOCTHBIN
OCTEOCUHTE3. B 060MX Crlyyasx MosiyyeH MOJSIOKUTENbHbIN
pe3ynbraT ieueHus.

Hebonbluoe KONMYeCTBO B3pOC/IbIX MALMEHTOB C nepe-
nomamu npy HO He no3BonseT uccnegoBaTensam HabpaTb
[OCTAaTOYHbIE CTAaTUCTMYECKME FPYMnbl, YTOObI NOATBEPANTD
NpeumyLlecTBa UHTPaMeay/IAPHOrO M BO3MOXHOCTY Ha-
KOCTHOrO OCTEOCUHTE3a B 3aBMCUMOCTY OT YPOBHS Nepesio-
Ma 1 conyTcTBytoLlel AepopmMaLmm 6eapeHHON KOCTU Npu
HO.

MpepcTaBneHHbIN KANHUYECKUIA Cnyyan ewe pas 3a-
CTaBNAET 3a4yMaTbCsA XUPYProB-opTonefoB Hag Bbibopom
UMMaHTaTa Afs OCTeoCHHTE3a 6epeHHON KOCTW Y B3pOC-
nbix nayuenToB ¢ HO. OnTrManbHbI MeTannodukcaTop anis
OoCTeOCUHTe3a befpeHHOoN KocTn y nauymeHToB ¢ HO He pon-
KeH co3[1aBaTb 30Hbl JIOKA/IbHOW Meperpysku u pemoaenu-
pPOBaHUA KOCTHOW TKaHM MO KOHUam ¢urkcaTtopa. Mostomy
B HalLem cilyyae npuv nepBMUYHOM OCTEOCHHTE3e HAKOCTHOM
NNacTVHON MpPeANPUHATA MOMbITKa AEKOHLEHTPUPOBaTb
Hanps>KeHMe 3a CYeT MPOBedeHUs MPOKCMMaJIbHOro 6o-
KMPYeMOro BMHTA MO KacaTeSIbHOM K MOMepeUHrKY KOCTW.
Mpu 3TOM He yuTeHO, YTO ynpyrue agepopmaunm us-3a Ba-
pycHOl GOopMbl NPOKCMMANbHOIO oTAena 6efpeHHON Ko-
CTW, OCTaBJIEHHOW MNPV MEePBUYHOM OCTEOCUHTE3E, MOTyT
CNoco6CcTBOBATL OLICTPON AeCTabuM3auny KOPTUKASIbHOTO
BMHTA, @ CNefOBaTeNIbHO — KOHLEHTPALUN Hamnpsi>KeHWN
B HEMOCPEACTBEHHON BIM30CTY OT XKeCTKO 6/10KMPOBaHHO-
ro 6MIKOPTMKANbHOrO BMHTA 1 NOC/efyoLWeMy YCTanoCTHO-
My Nnepenomy.

Haunbonee paBHOMepHO Harpy3Kkun Ha 6efpeHHY0 KOCTb
pacnpegensaTca Npy OCTEOCUHTE3E MHTPaAMeRYIAPHbIMU
MeTannodmKcatopamy, MNo3ToMy OOSbLIMHCTBO ABTOPOB,
KaK yKa3aHo BbllUe, CYUTAET VX MPUMEHEHNE ONTMAsbHbIM
B ycnosuax HO [8, 9, 10].

OgpHako npu HO xapaKTepHbiM ABNAETCA Bblpa)eHHas
ayroo6pasHaa gedopmauna 6efpeHHOro KaHana Ha BCeMm
NPOTAXEHNM, HEPEOKO COMPOBOXAAMLWUMCA YrOBbIMU

fedpopmauusmm B Apyron NiOCKOCTU 13-3a NpeaLecTByo-
WMX NepenomMoB. B 3aBUCMMOCTI OT CTEMEHU 1 NPOTAXKEH-
HoCTu fedopMaLv BBELEHNE UHTPAMEOY IS PHOTO WTKd-
Ta B HEKOTOPbIX CMTyaUMAX OKa3blBaeTCA HEBO3MOMHbIM
6e3 npoBedeHNs OOMONIHUTENIbHOW (OAHOW WM HECKOMb-
Knx) octeotommu. Tak, Nnpu nepenome B nogBepTesibHOM
0651acTV NPOTAXKEHHOE NCKPUBIIEHME OeIPEeHHOro KaHana
3aTpygHAET NPUMeHeHNe NHTPaMeayIIAPHOro MeTaio-
¢durKkcaTopa 6e3 ocTeoTOMMM BEAPEHHON KOCTW Ha BbICOTE
ee pedopmauun. Ecnu cyuiectsyeT BO3MOXHOCTb UCMpa-
BUTb MEXaHMWYECKYl0 OCb CEermMeHTa 3a CYeT KoppeKuuun
(rMnepkoppekunn) NO NMHMWM Nepenoma, OnpaBAaHo
NpUMeHeHVe NMPeMOAENPOBAHHbBIX HAaKOCTHbIX MAACTUH,
KoTopble He TpebylT MpoBeAeHNA [OMOSHUTENbHBIX
OCTEeOTOMUI KOCTU BHe nepenioMa. Pucku ¢opmmposaHus
«KOHLIEBOW» JIOKA/IbHOWM Neperpyskn 1 pemogenmpoBaHua
KOCTHOW TKaHW B TaKOM CJlyyae npeacTaBnAlnTca CONocTa-
BMMbIMM C TAKOBbIMU OT BIOKMPYIOLLMX NIEMEHTOB NHTPa-
MegynnapHoro ¢ukcaTopa.

3AKNIOYEHUE

MpepctaBneHHbI HaMK Crlyvyan AEeMOHCTPUPYET, uTo
HaKOCTHbIA OCTEOCUHTE3 MOXeT 6biTb 3ddeKkTrBEH npu
NeYeHnn nepesioMoB OefpeHHOW KOCTW Yy MauMeHTOB
¢ HO ¢ poctukeHnem KoHconmpauun. NMpogemMoHCTpupo-
BaHHbIA Cnyyaln NOATBEPXAAeT nuTepaTypHble AaHHble
O BEpOATHOCTM Pa3BUTKA MOCIe OCTEOCMHTE3a MNacTUHA-
MW NEPUVMMIIAHTHbIX NEPESIOMOB, YTO OOYC/IOBJIEHO CO3-
JaHNeM KOHLEeHTPaTOpPOB HanpsaXeHna (BUHTbI, Kpan nna-
CTUHbI), CH/XEHHOW KOCTHOWM MacCow, MpeAcyLecTByoLlen
nedpopmauueit. MNpu BO3MOXKHOCTM BO BpeMs onepauuu
OCTEOCMHTE3a HY»KHO CTapaTbCA MaKCUMasnbHO YCTPaHUTb
nedpopmauuio GefpeHHON KoCTM (Yawe BapycHo-¢nek-
CVOHHYI0). [NIMHa HaAKOCTHOrO WMMMIaHTaTa AO/KHA [O-
cTuratb MetadumsapHbIX 30H NMPOKCUMANbHO 1 ANCTaNbHO,
HacKoNibKo 3TO no3BonfeT gepopmauus. KpanHne BUHTbI
B NiacTUHE He AOJIKHbl CNYXUTb KOHLEHTpaToOpamMu Ha-
NpAXeHNA N3-3a ONaCHOCTU NEPUMMIMIAHTHOIO Nepenioma.
OHM [JOmKHbI 6bITb MOHOKOPTUKANbHLIMU GJIOKNPYEMO-
ro UAN KOpTMKanbHOro Tmna. BosamoxeH BapuaHT BBefje-
HUA OVMKOPTUKANbHOrO BMHTA, HO KOPTUKANbHOrO Tuvna.
lNokasaHuA K yaaneHuio NAacTMHbl NOCNe KoHconupaumm
6efpeHHON KOCTU Yy MALMEHTOB C HECOBEPLUEHHBbIM OCTe-
oreHe3oMm, 0COGEHHO NMpuW coxpaHsAwLenca gepopmanuu,
nyylle orpaHUYnTb NEPUUMIMNIAHTHOWN UHPEKLEN.

AONOJIHUTENIbHAA UHOOPMALINA

UcTtouHukn ¢puHaHcmpoBaHmMA. PaboTa BbiNOJHEHa MO MHMLMATHBE
aBTOpPOB 6e3 nprBneyYeHrs GUHAHCUPOBaHN.

KoH)nuKT mHTepecoB. ABTOpbI AEKNApUPYIOT OTCYTCTBME ABHbIX
1 MOTeHUManbHbIX KOHGIMKTOB UHTEPECOB, CBA3AHHbIX C COAep)KaHUeM
HacToALWEN CTaTbM.

YyacTue aBTOpOB. BCe aBTOpbl 0A06pUNM GUHaNbHYI0 BEPCUIO CTaTb
nepep nybnvkauyuer, Bbipasuan coriacme HeCTM OTBETCTBEHHOCTb 3a BCe
acneKTbl paboTbl, NOAPa3yMeBaloLLYIO HafJieXallee n3yyeHne 1 pelueHne
BOMPOCOB, CBA3AHHbIX C TOYHOCTbIO UM AOOPOCOBECTHOCTbIO NHO6OI YacTn
paboTbl.

Cornacue naumeHTa. MayneHT JO6POBO/BHO NoAnMcan UHPOPMUPO-
BaHHOe corylacue Ha nybamKaLuio nepcoHanbHON MegULMHCKON MHpopMa-
Ly B 06e31MueHHon popme.
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