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BBegenne. Bonesub BrayHTa - CJI05KHasi MaToIOrysl ONMOPHO-IBUIAaTeIbHOTO arnmapara y jgereit. 3aboseBaHue xapakTepusyercs HapylleHMeM pocTa
¥ PasBUTHS TIPOKCMMAIbHOTO MEAMAIbHOIO OTZesa GObIIe6eploBOil KOCTU U anudu3a, MPUBOLSIIIMM K BapyCHOM Aedopmaimy KOJeHHOTO CyCTaBa.
Bonesup BrayHTa - 3TO He MPOCTO KOCMeTMUeCKuit fedeKT, a cepbesHasi opToneauueckasi mpobaemMa, COIpOBOKIAMOLIASCS HAPYLIEHNEM MOXOOKYU Y
pebenka. [TanyeHTb ¢ 6Goe3HbI0 BriayHTa HYKIAIOTCS B XMPYPruuecKkoil KOPpeKIuy ¢ MOCIeyoleli IIUTebHON peabuanTanyeil, Hepenku ciaydan
peumanBoB gedopmaryn. dTronorndyeckuii bakrop 6osnesHn biayHnra HeusBecteH. Bapychas gedopmariyst KoleHHOTO CycTaBa IMarHOCTUPYETCs y JeTei
BO BCEM MMpe, OfIHAKO MCCJIeIOBAHMS 110 JAHHOJ MaTOJIOrMM HEMHOTOUMC/IEHHBI. B COBpeMeHHOI1 OTeyeCTBEHHOI HAyYHOM JIMTeparype MpeiCTaBIeHo
He6OoJIbILIOe KOIMYECTBO paboT, MOCBSILEHHBIX Npobneme udydeHust Gose3Hu Biaynra. Llems. IIpoBectu 0630p 3apy6GeskHOM 1M OTeueCTBEHHON
JINTEpaTypbl, TOCBSILEHHOV BOMpocaM KiaccuduKaimm, OMarHOCTUKM, STUOJOTUM U JiedeHus: Gosesun Braynra. Marepmanbl u metoabl. B 6asax
JIaHHBIX JIEKTPOHHBIX MH(GOpPMAIMOHHBIX pecypcoB PubMed, Scopus, eLibrary mpoBeneH MOMCK JIMTEPATYPHBIX NaHHBIX MO KJIFOUEBBIM CJIOBAM.
Pe3ynibTaThl M 06CyRAeHME. AHAJIV3 JIMTEPATyPHBIX JaHHBIX 110 IIPoGIeMe u3yuenus 6oiesHn biayHra mokasasi, yTo HapyleHye PoCTa IPOKCUMAIbHOTO
MeIMAIbHOTO OTAesa 6osblieGepiioBoii KocTu U 3mubusa, NMPUBOASIIEe K TPexMepHOi medopmanmy HMKHE KOHEYHOCTH, OCTAeTCsl aKTyaJIbHOM
1po6JIeMOii COBpPEMEeHHO!M MeIUIMHbL. 3a MOC/IeqHME TObl 3HAYUTENIbHbIE YCIEeXM AOCTUTHYThI B IMarHOCTMKE M XMUPYPruYeCcKOM JIeUeHMY JaHHOM
Kareropmy manmeHToB. OTKPBITBIM OCTAeTCsl BOIPOC 00 aTmosnoruyeckoMm dakrope 3aboseBaHus. B HacTodliiee BpeMsi CUMTAETCs], UTO 3aB0JIeBaHMe
SIBJISIETCST Pe3Y/IbTaTOM MHOTO(aKTOPHOI KOMOMHALIMY TeHETUUECKIUX, TYMOPaIbHbIX, O1ioMeXaHn4eCKMxX (GakTopoB 1 HaKTOPOB PasBUTHSI. 3aK/II0YeHNe.
BonblLIMHCTBO MCCIefoBaHMi ONTBEPKAAET 3HAYUTEIbHYIO POJIb TeHeTUUECKOI TIPeIPACIIONIOKEHHOCTH B pasBuTuu 6osesun Biaaynra. CylecTBeHHOe
3HAYeHMe MMEIOT CONMYTCTBYIOLME Mpeapacionaratlie hakTopbl: pacoBas MPUHAMIJIEKHOCTb, OKMPEHMEe U PaHHee Hayasao XOmbObl. [Ijis MOHVMaHMUS
KJTIoueBoro akTopa 3a6oseBaHmst HEOGXOAMMO JajIbHeliliee u3yvyeHe HacaeqCTBEHHOM MPUPOIbI JAHHO MaTONIOT UM,

KiroueBble cioBa: 6GosnesHb BiayHta, 60se3Hb Dpraxepa-braynra-Buesuns, BapycHas nedopmarys HUKHUX KOHEUHOCTEN, STUOJIOTUS U JIeueHue
6onesnn brayHra
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Introduction Blount's disease is a severe pediatric pathology of the musculoskeletal system. The condition is characterized by impaired growth and
development of the proximal medial tibia and epiphysis, leading to varus deformity of the knee joint. Blount's disease is not just a cosmetic defect, but
a serious orthopaedic condition accompanied by a gait disorder in a child. Patients with Blount's disease need surgical correction followed by long-
term rehabilitation and can develop recurrence. The etiology of Blount's disease is unknown. Varus deformity of the knee joint is diagnosed in children
all over the world, but studies on this pathology are few. There is a paucity of publications in the modern Russian literature reporting the pathology.
The objective was review the literature on the classification, diagnosis, etiology and treatment of Blount's disease. Material and methods Electronic
databases of PubMed, Scopus, eLibrary were used to source literature on the topic. Results Blount's disease has been shown to be characterized by
disordered growth of the medial aspect of the proximal tibial physis and epiphysis that results in a three-dimensional deformity of the lower limb.
In recent years, significant progress has been made in the diagnosis and surgical treatment of the cohort of patients. The etiology of Blount disease is
unknown, and it is currently thought to result from a multifactorial combination of hereditary, humoral, biomechanical, and developmental factors.
Conclusion Genetic predisposition has been postulated in the development of Blount's disease in many studies. Multiple factors such as ethnicity,
obesity and early walking age are thought to be the contributing elements to this disease. To understand the key factor of the disease, further study of
the hereditary nature of this pathology is necessary.
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BBEJEHUE

Bosnesupb brayHTa - acMMMeTpUYHOE HapyllIeHue poCcTa
M Pa3BUTHSI MIPOKCUMAJIBHOTO MEOVAILHOTO OT/eJ1a POCTKO-
BOV 30HBI GOJIBIIIEOEPIIOBON KOCTH U 3MMdu3a, TPUBOISIILEe
K TpexMepHON JedopManmy HIDKHMX KOHewHocreii [1, 2].
3abosieBaHMe XapaKTepU3yeTCsl MPOrpecCUpyIole Bapyc-
Hoit (O-ob6pasHoi) medopmaiyeit 06JacTM KOJIEHHBIX CY-
cTaBoB y pebeHka (puc. 1). B oTmenbHbIX cityyasx HaOIO-
naeTcst BasbrycHast (X-obpasHas) gedopmarnys [1, 3].

[lepBble pusHaKy GOJIE3HM MOTYT BBISIBIISITHCS B TIe-
puon, Korma peGeHOK TOJbKO HaumHaeT xomuTb [5]. Ha
PaHHUX CTaIVSIX Y MAIMEeHTOB JUArHOCTUPYIOTCS PeHTTe-
HOJIOTMYECKME M3MEHEHNS ITPOKCUMAIBHOTO OTesa 60JIb-
11e6epIoBON KOCTU. BiiMsiHMe BTOPUYHBIX M3MeHeHW 6e-
JIPEeHHOM KOCTY Ha opMMpoBaHye BapyCHOI fedopmanym
He CTOJIb 3HAYUTEJIbHOE U YCWIMBAETCSl y JeTell cTapiile-
ro Bospacrta npu dopmax C MO3LHUM HavyaJoM 3abosieBa-
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Hus [6]. JlatepanbHasi yacTb 6OJblIeOepHOBOM U MaJlo-
6eproBasi KOCTb Pa3BMUBAIOTCSI HOpMasbHO. [1py 6ose3Hn
BrayHTa MOKeT BCTpeyYaTbCsi CONYTCTBYIOIIAS BaIbI'yCHAs
Iedopmaryst FOJIEHOCTOITHOTO CyCTaBa B COUETaHUM C PO-
Talyeli Kocren ronenu [7].

Puc. 1. BHeurnwit Bup (a) M peHTreHOrpaMMa HYDKHUX KOHeu-
HocTeli (6) MaLMeHTKM C JBYXCTOPOHHel Gone3Hbio BiayHTa,
BospacT 3 roga 1 mecs [4]

Iedopmaryst 061acTy KOJEHHBIX CYCTaBOB MOKET 3a-
TparmBaTrh OLHY MU 06e KoHeuHOCTH [8]. [IBycTOopoHHee
BOBJIeUeHNe BCTpeuaeTcst npumepHo B 50 % ciyuaes [9].
VY manyeHTOB C OZHOCTOPOHHMM IOpa’keHKeM Habimoza-
€TCsSl OTHOCWUTEJIbHOE YKOPOYEeH)e KOHEYHOCTV ¥ Hapy-
LIeHVe TIOXOOKM. B psize ciydaeB omnpemensieTcs: HecTa-
6MIBHOCTD CBSI30YHOTO amiiapara KOJEHHOTO CycTaBa U

KOMIIEHCATOpHasl BaJibr'ycHast edopMaiysi JUCTAIbHOTO
oThena 6enpeHHoN KocTu [7].

TssrecTb 3a60/1€BaHNsT XapaKTEPU3YETCST PA3IMIHbIMU
BapMalysIMM, OT HapYLIEHMsT CTPYKTYPbI CYyCTaBHOTO XPsi-
11a 1o gedopmanym KoieHa, MpeskaAeBPeMeHHOrO apTpuTa
U HECOOTBETCTBUS IJIMHBI KOHEYHOCTeli [7]. B oTcyTcTBUe
CBOEBPEMEHHOTO JIeYeHNsT U B CIy4ae MPOrpeccrpoBaHms
nedopmanuy HOpMaibHOE (YHKIMOHMPOBAaHME KOMIIO-
HEHTOB KOJIEHHOTO cycTasa Hapyuaercs [7, 10, 11]. TIpo-
rHO3 GosiesHu BiiayHTa B 9TMX CJIydastX 4acTO TSKEJIbIA,
0C06GeHHO B AeTCKOM (MHMaHTMIBHOM) GopMe BCIIeCTBIE
DasBUTHS IPEKAEBPEMEHHOTO MEAMATHHOTO IPOKCUMAITb-
Horo snudusmnonesa 60sbIIe6epIIOBOi KOCTU B BO3pacTe
oT 6 no 8 ner [7]. Heo6parumpIii acCMMMETPUYHBIN STIN-
dbusMones [enaeT KOHCEPBAaTMBHOe JieueHue Hedbbek-
TUBHBIM. [IpOMCXOIUT IMOCTeNeHHass MPOrpecCUpPYIOIas
nebopmalusl KOJeHa, DPasBMUBAIOTCS paHHME JereHepa-
TUBHO-AMCTPOGUUECKIEe M3MEHEeHMsT KOJIEHHOTO CYCTaBa,
B OTIEJIbHBIX CJIyYastX IO TAaKOW CTeNeHM, UTO IepeliBU-
SKeHMe CTaHOBMTCSI HeBO3MOXKHBIM [7]. OcHOBHbBIM (ak-
TOPOM pMCKa MPOTPeCcCHPOBaHMS 3a00IeBaHMS SIBISIETCS
U36BITOUHBIA Bec manyeHTa [12]. ITanueHTsl ¢ 6071€3HBIO
BrayHTa HY)XIAIOTCS B XMPYPIUUECKOM KOPPEKIUY C TO0-
CJIEeMYIONIeN AJINTENIbHOV peabuIuTaleil, HepeaKku Ciy-
yay penuauBoB AedopManyuy. DTUONOTUYECKMiA HakTop
6one3nn bnayHTa HemsBecTeH. B coBpemeHHOI OTeue-
CTBEHHOJ HAy4HOV JIMTepaType MpeacTaBJIeHO HeOGOJb-
1II10€ KOJIMUECTBO paboT, MOCBSAIIEHHBIX MPobieMe u3yyde-
Hust 6onesHu brayHra.

Ilenb padoTsl — MpoBecTy 0630p 3apyOesKHON U OTe-
YeCTBEHHO JINTepaTyphl, MOCBSIIEHHO} BOIIPOCaM Kjiac-
cuduKanmm, TUarHOCTUKYM, STUOJIOTUU U JedeHus1 6oses-
Hu biayHra.

MATEPUAJIbI 1 METO/IbI

B 6asax JaHHBIX 3JIEKTPOHHBIX MHGOPMAIMOHHBIX pe-
cypcos PubMed, Scopus, eLibrary mpoBezeH MoMCK HayYHOI
JIUTEPATypbI TIO CJIEAYIONIMM KITIOUEeBbIM CJIOBaM: «B0Jie3Hb
Bnaynra», «6onesub dpnaxepa-biayHra-buesuts», «Bapyc-
Hast medopmMalyst HKHUX KOHEYHOCTEN», «ITUOJIOTHS U Jie-
yeHne 6onesHu brayHta». B aHamm3 BKIIIOUEHbI CTaThi, Ha-
MJCaHHbIE Ha PYCCKOM, aHIVIMIACKOM ¥ (hPaHITY3CKOM SI3bIKaX.
Imy6una momcka cocrasmia 20 jer - ¢ 2002 mo 2022 rop, -
C BKJTIOUEHMEM B aHAJIM3 PAbOT IO MCCIIENOBAHIIO OCHOBHBIX

rapaMeTpoB ¥ OOIel XapakTepucTuky 6osiesun biayHra B
MCTOPUYECKOM acriekTe, HaumHast ¢ 1922 roga — ¢ MoOMeHTa
BbIZieJIeHMsT GOIe3HM KaK OTHEIbHOV HO30JIOTMUECKON emy-
HuIbl. VI3 MOMyueHHbIX cTaTeit Ijis aHaim3a 610 OTOGpa-
HO 80 MOJIHOTEKCTOBBIX pYKOIMCe. BbIGOp ompemessics
(byHIaMeHTaIbHOCThIO paboT MO MCC/IENOBAaHUIO METONOB
IVMATHOCTUKM, STUOJIOTUY U JieueHust 6osesun biaynra. ITo-
nmobpanHbie ctathyu cootBeTcTByIOT II-III ypoBHIO mokasa-
TEJIbHOCTY PEe3y/IbTaTOB HayYHbIX MCCIeOBaHNIA.

PE3VJIBTATBI 1 OBCY>XKIEHUE

Pacnpocmpanennocme u knaccuguxayus

Bonesub biayHTa 3aHMMaeT BTOPOe MECTO MOC/Ie Paxy-
Ta cpemy fedopmManmit HYSKHIX KOHEUHOCTeN y feteii [13].
PacnpoctpaneHHOCTh 6ojie3HM biiayHTa Bapbupyer, ume-
IOIMECs [aHHbIE CBUOETEJbCTBYIOT O 3HAUMTEbHBIX
reorpaduyeckux pasMuMsIx B YACTOTE BCTPEUAEMOCTU U
nporHo3e 3a6oneBanusi. B CILIA pacnpocTpaHeHHOCTb Y
MaJIeHbKHMX JieTeil cocTaBisieT MeHee 1 % [14]. B cTpanax
Kapubcroro 6acceiiHa pacrpoCTpaHEHHOCTh MMAaTOJIOTUY C
pPaHHUM HavajoM oueHuBaercs B 1 ciyuait Ha 1200 sku-
BOpOKIEHUI. TUMMYHBIM MaleHToM ¢ 6GonesHbio bia-
YHTA )19 TaHHOM MECTHOCTU SIBJsieTcsl adpo-KapubCKuit
pebeHOK WM YepPHOKOKMI adpuKaHell B BO3pacTe 10 3-X
JIET C W3OBITOYHBIM BECOM ¥ PAHHMM HAuajoM XOAbObI
(mo 10 mecsiues) [15]. B mpyrux sTHMYECKMX TrpymIax

couertanmue 6osesun biayHTa ¢ OKMpeHMeM BCTpedaercs
peske [15, 16, 17].

3HauMTeNbHbIE pa3/iMuMs HAGJIOAAIOTCS M B MOJIOBOM
MPUHAIJIEXXHOCTY OGosiesHu bBrayHrta. MHoromeHTpoBoe
uccienoBanue, mnposegeHHoe B 2003 romy B SmoHun,
MoKasajo, uTo 3abosieBaHye uaille HabIIogaeTcs y IeBO-
yek [18]. B npyrux uccienoBaHusix IpMUBOLSTCS IPOTUBO-
TIOJIO’KHBIE TAaHHbIE: Y MaJIBUMKOB 6oJie3Hb biayHTa BCTpe-
yaeTcs yallle, yeM y eBouek [9, 19].

ITepBoe KIMHMYECKOE U PEHTreHorpabuyeckoe OIu-
caHMe TIalMeHTa C BapyCHbIM MCKPUBJIEHVEM KOJIEHHOTO
cycraBa 6bIJIO OMyOMMKOBaHO B 1922 romy B HeMelKo
mmreparype Dpnaxepom (P. Erlacher) [20]. B 1937 romy
Biaynr (W.P. Blount) BriepBble NpeacTaBui MoapoOHbIe
TNCTOJIOrMYeCKmne un DEHTFeHOFpa(bI/I‘IeCKI/Ie OIIMCaHUS
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13 opurmHanbHbIX CyTyvyaeB 6one3Hu biayHTa 1 BBes Tep-
MuH "meGOpMUPYIOIIMI OCTEOXOHIPO3 GO0JIbIIEGEPIOBOA
koctu" [9]. B oreuecTBeHHON JinTeparype 3abosieBaHue
BriepBbie 6pw10 onmcano A.I1. buesnns 1 momyuynio HasBa-
HUe «Cy6ammbusapHasi OCTeOXOHIponaTys 60sbie6epo-
BOM KocT» [21]. Ha mpoTsskeHnM HeCKOIbKUX AeCSTKOB
JieT HauboIIee JCIIOIb3yeMbIM TEPMMHOM [T OIperesie-
HMSI JAHHOM TaTOJIOTUM SIBJISIaCh GOJIE3HB/CUHAPOM Dp-
naxepa-biayHTa-BresuHsi, B COBpeMEHHOV JuTeparype
BCe yallle MCIOJIb3yeTcs TepMuH 6ojie3Hb biaynrta. Kop
6one3HM bBiayHTa B MEXIYHAPOOHON KJIacCUPUKAIN
6onesneit MKB-10 - Q68.4 «BpokmeHHOe MCKpUBIIEHNE
6071b111€6ePLIOBOI 11 MATIOOEPIIOBOI KOCTEN».

B nocnenyroiie roabl 6bUI0 BbIAEIEHO TPU (GOPMBI 3a-
6oJieBaHNS B 3aBUCUMMOCTHM OT BO3PACTa, B KOTOPOM MaHube-
crupyet aedbopmanyst: uadanTuabHas (nerckas) (1-3 roma),
toBeHwbHas1 (4-10 siet) u mompoctkoBast (11 sier u crap-
re) [4, 22]. B Bompoce krnaccudukauym 6one3nn brayHra
He CyLIeCTBYeT eIMHOro MHeHus. Py aBTOpoB O6bemyHsI-
10T IOBEHWIBHYIO ¥ TIOLPOCTKOBYIO (DOPMBI B OTHEJIBHYIO
IPyNIly C NO3OHUM HadajaoM [17], Apyrue cumMraioT Hele-
J1IecOO6PasHbIM BBIIEJISITh FOBEHUIBHYIO (OPMY U OTHOCSIT
ee K TO3IHO BbISIBJIEHHOM MH(MaHTUIBHOM, HE OUarHOCTHU-
poBaHHOM paHee [23, 24]. C y4eToM pa3auyHbIX CTPATETruit
JIEYEHUS] U KIIMHUKO-PEHTT€HOIOTMUECKUX XapaKTEPUCTHUK,
BbIJIeJIEHNE IBYX OCHOBHBIX (hOPM — MHGAHTWIBHON U TIO[-
POCTKOBOI — SIBJIIeTCSl HanboJIee 1iesiecoobpasHbIM [4, 7].

[TpoBemeHHbIN MeTa-aHAIM3 AeMOrpapuueckux HaH-
HBIX MAIVIEHTOB ¢ 60s1e3HbI0 brayHTa mokasas, yTo MexXIy
paHHel ¥ To3gHel (opMamy 3a60TeBaHuUsSI CYLIECTBYIOT
pasimuysi, OCHOBaHHbIE Ha aCMMMETPUM, PacoBOM U TIO-
JIOBOM TpUHAAJIesKHOCTU. PaHHss dhopma 6osiesHM Xapak-
TepusyeTcs TsoKeaon medopmaryein 6osbliebepioBoi
KOCTH, IBYXCTOPOHHMM BOBJIEUEHMEM U YAIlle BCTPEUAETCS
y skeHIIMH [25, 26]. [TaumeHTs! ¢ MO30HUM HavaioM 3a60-
JIeBaHUSI IMEIOT OJHOCTOPOHHIOIO MAaTOJIOTHIO, BKITIOYAIO-
LIYI0 JOTIONHKTe bHbIe Nedopmaumu 6enpa [27]. Tlo3guss
¢dbopma Haubosiee YACTO OUATHOCTUPYETCS] Y YEPHOKOKUX
MY3KUMH, JIATMHOAMEPUKAHIIEB ¥ CKAaHIVHABOB, YeM Y JIPY-
I'UX TPYII HAaCeJIeHVs] M HauMOHambHOCTel [17, 26].

B 1964 rogy A. Langenskiold u E.B. Riska paspa6o-
TaaM peHTreHorpaduueckyro Kiaccuduranuio G6ose3Hn
BnayHTa, ommparomiyrocsi Ha WUCC/IeNOBaHME UIBEJCKUX
namyeHToB [19]. Knaccubukanys ocHoBaHa Ha Kackaze
Pas3/IMUHBbIX CTeleHel snudu3apHOi Aerpeccuu M MeTa-
buzapHOIT parmMeHTalMM MTPOKCUMATBHOIO MEAMAIIb-
Horo snudusa GonbiebeproBon koctu [19, 22, 28, 29].
Cucrema, npegnosxkenHas A. Langenskiold, omuceiBaer
LIECTb MPOTPECCUPYIOIIMX PEHTIeHOrpaduUecKuX CTagui
JleTCKoro Tuma 6osesHu biayHTa, KOTOpble IIMPOKO MC-
MOJIb3YIOTCST B KauecTBe (aKTOPOB, OIMpenessIIomuX Mpo-
rHo3 3a6oneBanus [30]. Pauune cragum (I-1I1) obnanator
BBICOKMM MOTEHLMAJIOM [JisI CIIOHTaHHOTO Da3pelleHVsI
U TIOJTHOTO BOCCTAHOBJIEHMSI, B TO BPeMsI KaK MOCJIeTHNe
cramyn (IV-VI) xapakTepusyloTcsi OOJbIIMM IOTEHIIU-
aJIoM JJISl TIporpeccupoBaHusl nedopManuy UM KOppesu-
PYIOT C OBLIMPHBIM XMPYPrMUYECKUM BMEIIATeTbCTBOM I
PUCKOM peluauBa TOCJe MPearnoyiaraeMoi KOpPpUTHUPY-
fomieii oneparyn [31-35]. Knaccndmkaims moaTepskae-
Ha MHOI'MMU DEHTFeHOI‘pa(bI/IHECKI/IMI/I UccjaeJoBaHUsIMMN,
npoBefieHHbIMM TIpu Gosiesuu braydra mesxxmy 1952 u

1963 romamu [19, 22, 28, 29]. HecmoTrpsi Ha umeromye-
Cs1 TOrpelTHOCTM (pa3inuusi B JAHHBIX M3MEpPeHUI Kak
MekOy HabsromaTesisiMM, Tak M BHYTPM CaMuX M3Mepe-
HUA, osiBiieHne peuyauBoB Ha II u III cragun), cucrema
A. Langenskiold mo-mipexxHeMy WMCIIONIb3yeTCSI MHOTMMMU
xypyprammu-opronenamu [31, 36].

B mocnenyrolie gecatwieTvs Ui YAYUIIEHUST K-
HUKO-PEHTTEHOJIOTMYECKOM  KOPPEeJISIIMM  KitaccuduKanyst
A. Langenskiold 6puta ymporena [15, 37], a Ha mpakTuke
yacto ucnonbsyercs: knaccudukanyst FDF (Fort-de-France),
ocHoBaHHass Ha MPT-ckanmposanmm [38]. [Ins perieHus
po6JIeMbl PELIMAMBOB 3a00/1eBaHys pa3paboTaHa HOBasi MO-
IubuumpoBaHHas 3-crymnenvaras (tuiel A, B u C) cucrema
Kiaccuduranyy MHGaHTUIbHOM 60s1e3HM biayHTa, OCHOBaH-
Hasi Ha Mopdosnorun MetadnzapHOro/Snmndu3apHOro HaKJIo-
Ha GosbieGepioBoii koctu [39]. IpenyiokeHHas cucTeMa
KIaccuduKaIym JIydilie KoppeaupyeT C pesy/bratamu Jieue-
HUSI, 4eM TpaguiyoHHas knaccudukanyst A. Langenskiold u
o6saiaeT HaZesKHOM CUCTEMOM TPOrHO3MPOBAHMS PEeIVIN-
BOB I10 YCTaHOBJIEHHBIM TOKa3aresisiv [40].

Memoodst uccnedosanus u dudgepernyuanvHas oua-
2Hocmuka

Iedopmanyst HUKHUX KOHEUHOCTEN Y IETEN SIBJIIETCS
JIOBOJILHO YaCThIM MposiBiieHneM. OcoGeHHOCTBIO TIOCTa-
HOBKM IuarHosa 6osie3uu biiayHTa sIBisieTCsl TPYZHOCTH
InddepeHIMaTbHON OUMAarHOCTMKY [JAHHOTO 3aboseBa-
HUS OT IPYTUX COCTOSIHMIA, TAKUX KaK PaXUT, TeMUMESTS
60J1b111€6€PIIOBOI KOCTM, OUCILIA3US KOCTeH U (HuU3mosIo-
TMYEeCKOe VICKPUBJIEHNWE HMKHUX KOHEUHOCTeN y meTeit
panHero Bospacta [41]. BapycHas nedopmaiiys KojleHHbIX
CyCTaBOB (genu varum) SIBJSIETCS HOPMAaJIbHbIM (M31O-
JIOTMYECKVM TIPOLleCCOM Yy pebeHKa Miafire 2 jer [42].
dusnonornveckast gedopmanysi TPOKCUMATBLHOTO MeIN-
asibHOro MeTtadusa 6oJbllie6epIloBOM KOCTU MOSKET CO-
MIPOBOXKIATHCSI PEHTTEHOJOIMYECKMM TIPU3HAKOM B BUIE
JIErKOTO MenuasibHoro meradusapHoro kmoBa (MMB),
TPYIHO OTIMUMMOTO OT 60se3HM braynTa [1]. OcHoBbIBa-
SICb TOJIBKO Ha OLHO}M PeHTreHorpamMme IMpy MepPBOM IO-
CellleHMY OpTOIlefia MPOBECTM pasianuue Mexay ¢usuo-
Jlornueckoit medopmaiieit u 6omesHbio biayHTa oueHb
CJIOKHO. B TO >ke BpeMsi HeBepHO IpoBeneHHas nudde-
peHIabHasl AMarHOCTUKA MeKY hU3MOTIOTUeCKUM MC-
KPUBJIEHMEM ¥ PaHHUM HavyasioM 60sie3Hu BiayHTa MoskeT
MIPUBECTU K HEOOPATVMbIM MOCJIEACTBYUSIM, BKIIOUAsl He-
COOTBETCTBYE IJIMHBI KOHEUHOCTEN, MPOTPeCCUPYIONIYIO
nedopmanyio ¢ HapyleHneM MTOXOAKU U TTPEKAeBpeMeH-
HBII apTPUT KOJIEHHOTO cycTasa [42]. B perpocnekTus-
HOM MCCJIeIOBaHUY MTOKa3aHo, 4To 13 69 meTent B Bo3pacTe
2-4 netr ¢ O-ob6pasHou nedopmanyeinl HUKHUX KOHEUHO-
CTell HEBBISICHEHHOW 3THOJIOrUY 60se3Hb biiayHTa 6blIa
IuarHoctupoBaHa ynib y 20 geteit. Y ocranbHbix 49 ne-
Teil OTMeuasach CaMOKOPPEKIS (hM3MOIOrMYecKoro uc-
KkpuBiieHus [12]. PaHHee 1 TOUHOe pasinuye MexAy 3TH-
MM JBYMSI COCTOSIHUSIMM MMeeT GOJIbIIIoe 3HAueHue MJis
MIPOBEIEHNsT CBOEBPEMEHHOTO JieueHus mpu 6osie3uu bia-
yHTa. B ciiyyae ¢wmsmonornyeckoro MCKpUBIEHUST KaKkoe-
b0 JleveHye yaie Bcero He Tpebyercs [1].

CraHgapTHBIM METOOM BepuduKaimu 6ojesun biayH-
Ta SBJISIeTCS peHTreHorpadust. st paHHe! OVarHOCTUMKU
3a206071eBaHMST TIPOBOOUTCS TIepeIHE3aHsIsST CKPUHMHIOBAsT
peHTreHorpadmsi HYSKHMX KOHEUHOCTEM, a TaKsKe BbITION-
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HSIIOTCSI CTaHIapTHbIE TIepeqHe3aHsIs v GOKOBast PEHTTeHO-
rpaMMbl KOJIEHHOTO cycTaBa. i1 paHHel crtagyy 60Je3Hn
XapaKTePHO CMellleHne MeAMaTbHOrO Mertadusa Gosblile-
6epLIOBOI KOCTH, pacIIMpeHye U HEMPaBUIbHOCTh KOHTYPa
MeIuaIbHOTO MeTadu3a, 06pasyIolIero BhITyKJIOCTb, TOXO-
SKYIO Ha KIIIOB, 3alep>KKa MeIMaJIbHOTO OKOCTEHEHUS 3IIU-
(du3a, OTBETCTBEHHOIO 3a YBeJMUYEHMe HaKJIOHA smudusa
KOCTH, Y1 GOKOBOJ ITOABBIBYX OOJIbIIIE6ePLIOBO KOCTH [7].
[NoTeHuMambHBIM  peHTreHorpadMyecKuM IapamMeTpoM
st iy depeHIanbHOM AMarHOCTUKY MUCCIIenyeMoro 3a6o-
JIEeBaHMS OT (1)VI3VIOJ'[OI‘I/I‘{€CKOI7[ KPUBU3HBI HVDKHMX KOHEUHO-
CTell SIBJISIETCS 3HAaYEeHMe yIyila MeoyabHOro MetadusapHoro
wmoBa (puc. 2). [Ipu 6one3nn BrayHTa Ha mepemHesamHen
(AP) peHTreHorpammMe KOJIEHHOTO CYyCTaBa YIroj MeAMab-
Horo MeTadm3apHOro KimoBa cocrasisieT 122 rpamyca u 60-
Jiee (B CTOPOHY YMEHBILIEHWS), YTO COOTBeTCTBYeT I crammm
xinaccudukamym o A. Langenskiold [1] (puc. 3). Takum 06-
pa3oM, OKOHYATeNbHbIN IuarHo3 6ose3Hy biayHTa ocHOBaH

Ha KOHCTaTallyyl MPOTPeCcCUPYIOLIEro UCKPYBIIEHVST KOJEeH-
HBIX CYCTaBOB C HA/IMUMEM XapaKTEPHBIX PEHTTEHOJIOTIIe-
CKMX V3MEHEHMiI MPOKCYMAJIbHOIO MeVaJbHOTO OT/esa
6071b11Ie6ep1I0BOIL KOCTH [1].

Puc. 2. Knmmanyeckast kaptuHa 6ose3un biayHra (KpacHO¥ cTper-
KO IIOKa3aH MeiuasbHbI MeTadusapHbiii kiioB (MMB)) [42]

Puc. 3. Yron menmanbHoro meradusapHoro kimoBa (MMB) (x)
06pa3oBaH OBYMs JIMHVMSIMM: JIMHMSI | TIPOBEEeHa MapauIebHO
MeIyaJbHOM KOpe IMPOKCUMMAJIbHOTO OTaena OoJbliebepioBoi
KOCTH, JIMHMST 2 TIPOBEJieHa OT TOUKM TIePeCedeHyist IepBOii IMHIM
C MPOKCUMAJIBHBIM MeTabu3oM GosibiiebepioBoil KOCTH IO ca-
MOJ1 JUCTa/IbHOM TOYKM Me[MaIbHOro MeTadusapHoro kimosa [1]

[IpoBenenne pentreHorpadum mnpu 6one3nn bBrayHTta
SIBJISIETCSI HEOCIIOPMMBIM UM CaMbIM pPaCIIPpOCTPaHEHHbIM
MeTonoM KcciienoBanusi. OGHAKO B OTAENBHBIX CIyUasx y
MalyeHTOB C pacCMaTPMBaeMON MaTOJIOTMel HaUMHAIOLI-
ecsl M3MeHeHMsI MPOKCUMATbHOM POCTKOBOM 30HbI GOJIb-
11e6epIoBOM KOCTM He BUSYAIU3MPYIOTCS Ha OOBIUHBIX
peHTreHorpaMmax. B cBsi3u ¢ 3TM Ha HauaIbHBIX CTAAMUSIX
607e3HM Hanboslee 1eeco0bpa3HbIM SIBJISIETCSl TIpOBeJe-
Hue KoMIbioTepHoM Tomorpaduu obnacty (KT) koneHHbIX
cycraBoB. KT mo3BosisieT BbISIBUTH paHHME MPU3HAKU 3a-
6oseBaHMs ¥ OCYIIECTBUTD PaHHIOW MubdepeHIaTbHY IO
InarHocTmky. Kpome TOro, KoMIbioTepHasi TOMOrpadust
JIOCTOBEPHO OIIEHMBAET COCTOSTHME TPO(pEepaTMBHOTO
CJIOS POCTKOBO¥ 30HBI M B CBSI3U C 3TUM IieiecoobpasHa
IJIST TMarHOCTUKYU TIPEKIEBPEMEHHOTO CHHOCTO3MPOBa-
HUSI IPOKCUMMAJIbHOM POCTKOBOM 30HBI OOJIbLIE6EepIIOBOI
KOCTH, a TaKKe YCTaHOBJIEHMS TTOJTHON JIMKBUAALIUY OUara
JIUCIUIa3UM TOCse yCTpaHeHus nedbopmaryn [43].

IIpy samylIeHHBIX WM OTCPOUEHHBIX (opMax 6oses-
Hu BayHTa, HabsI0MAeMbIX Y IeTel cTapiiie YeThipex JieT,
MHGOPMATUBHBIM SIBJISIETCSI TTPOBEJieHNe MarHUTHO-Pe30-
HaHcHo Tomorpaduu (MPT). MPT nosBosisieT OLIEHUTD
CYXOKWJIbHO-CBSI30UHBIN aTmapaT, MEHMCKY, COCTOSHME
XpsIla U COCYOUCTYIO CUCTeMY (TIpy HEOOXOOMMOCTH) OC-
HOBHBIX KOMIIOHEHTOB cyctaBa [44]. MPT addexruBHO
BBISIBJISIET M3MEHEHMsI XPSIIia, B YACTHOCTHU CYCTaBHOM IMO-
BEPXHOCTH GOJIbIIEGEPIIOBOI KOCTM B amuduse, mosydast
6osiee TOUHbIE AHHbIE, UeM M3MepeHUs, ClejaHHble Ha
pentrenorpamme [17, 45, 46].

C nomomipio MPT y manueHTOB € AMarHo3om «060-
Jie3Hb brayHTa» McciaemoBaHa CTPYKTypa MeHMCKa U Cy-
CTABHOM MOBEPXHOCTM MOPasKEHHOTO KOJIEHHOTO CYCTaBa.
[TokaszaHo, uTO mpM HAHHOM 3a00JieBaHMM HAOIIONAeTCS
yBeJIMUEHHAs BbICOTA ¥ IIMPUHA MEAMATbHOTO MEHMCKA,
yBeJIMUEHHAs TOMIIIMHA XOHIPO3Mmd13a MPOKCMMAIbHOTO
MeIMaJbHOT'O OT/ies1a 60J1bIlIe6epIIOBON KOCTH 1 60JjIee Bbi-
COKasl YaCTOTa aHOMAaJIbHBIX CUT'HAJIOB B 3a[THEM poOTe Me-
IMATbHOTO MeHMCKa. ABTODbI CHealu TMpeanoioskeHue,
YTO MIPe[CTaBlIeHHbIe CTPYKTYPHbIE M3MEHEHWS TIPU3BaHbI
KOMIIEHCHPOBATh YMEHbIIIEHME BbICOThI OKOCTEHEBIIIel Ya-
CTU MeIMaJIbHOV ITPOKCUMAaJIbHOM 4acTy 60JIbIIe6epioBOM
koctu [35]. ['mcTonormueckme mcciaenoBanust MOKasai,
YyTO y JeTeii ¢ 6ose3Hbio biayHTa HaG/MOmaeTcs Hapylie-
HUE SHXOHJIPAJILHOTO OKOCTEHEHMsI B MEAMAJIbHOM YacTu
30HBI POCTa MPOKCUMAJIbHOTO OTAeNa 6oJble6epIioBoi
KOCTM, XapaKTepusylolleecs Ae30praHusalyeil KOCTHBIX
GaJIoK M XPSIIEBbIX CTPYKTYp, 3aMeJJjIeHreM IPOIeCCOB
3aMellleHNsT XpsIleBoil TKaHM KocTbio [47]. B Tskemnbix
cydastX MPOMCXOOUT HapylleHue HOPMaJIbHOW CTOoJIGua-
TOM CTPYKTYPBI 30HBI POCTa, 3aMelleHMe XpsIia M KOCTU
MexXIy ammbu3oM 1 MeTadn30M BOJIOKHMCTO TKaHbBIO [9,
22].Y neteit, MOAPOCTKOB U IOHOIIIe} ¢ 6ose3Hbio biayHTa
HabJTIomaeTcsT Takke BapycHas medopMaliist TUCTaaIbHOTO
otzmena GempeHHON KocTH [48].

Omuonozusa u namozexes 6one3nu baraynma

C MOMeHTa MOSIBIEHUSI TIEPBO ITyOIMKALMK O TMalyieH-
TaxX C BapyCHBbIM MCKPUBJIEHNEM KOJIEHHOTO CYCTaBa ObLn
BBIIBUHYTbI DPa3IMUYHbIE TUIOTE3bI OO ITUOIOTMYECKOM
daxkrope 60ne3uu braynra. OnHako, HECMOTPS Ha CTOJIET-
HIOIO VICTOPMIO M3Y4YeHUs] TaHHOTO 3abosieBaHMs, HE CY-
IIECTBYET eIMHOTO MHEHMS O TIPUUYMHAX €r0 ITPONCXOsK/Ie-

leHuii optoneaun. 2022.T. 28,N2 6



0630p nuTepaTypbl

Hust [47]. Otnonorus 6onesun brayHra HemssectHa [10].
OTHOCUTETbHO MPUPO/IbI JAHHOM MaTOJIOTUY TIPEIJIOKEHO
MHOYKECTBO TMIIOTE3. BOJIBIIMHCTBO MCC/IEMOBAHMIA OCY-
IIECTB/ISIETCS] B HECKOJIbKMX OCHOBHBIX HaIPaBIEHUSIX.
B mepBoi1 rpyrine B KauecTBe 3TUOJIOTMUECKOro dakropa
paccMaTpuBaeTCs MOBBIIIIEHHOE MeXaHUUecKoe IaBjieHie
Ha POCTOBYIO TUIACTUHKY BCJIECTBME OXKMUPEHUS, paHHe-
rO BO3pacTa xXo4b0Obl, BO BTOPOIi TPYIINE KIIOUEBYIO POJIb
UTPAeT pacoBast MPUHAAIEKHOCTb. OCHOBHasl 4acTh pa-
60T COCperoTOYeHa TOJBKO Ha OJHO TMIIOTe3e BO3HUK-
HOBeHus1 6osesHu. Bce mccienoBanmst xapakTepusyOTCst
HMU3KUM YPOBHEM J0Ka3aTeJbHOCTH. [I0CKOJIbKY 6OJe3Hb
bnaynra B CeBepnoit 1 IOskHOM AMepuke u Kapmubckom
GacceiiHe TOpakaeT B OCHOBHOM YEPHOKOXKUX JeTeii C
OkupeHueM [7], OTKPBITHIM OCTAeTCsI BOMPOC O CBSI3U JIaH-
HbIX 3a6osieBaHMii. HeT equHOro MHEHMsST OTHOCUTEIBHO
posint oskupeHust B hopmMupoBaHmy geopMarin KOJIEHHbIX
cyctaBoB. OmHaKo GOJIBIIMHCTBO MCCIeIOBaTesei ycra-
HAaBJIMBAIOT MIPSIMYIO CBSI3b MESKAY JAHHBIMY COCTOSTHUSIMU
M OTpenessiioT 60se3Hb bilayHTa Kak HapylleHue pasBu-
TUsI, CBSI3aHHOE C JeTckum oxkupenmem [12, 35, 49, 50].
Accoumanym 6ose3nn biaayHTa ¢ YepHOKOXKEN STHUYECKOM
MIPUHAJJIESKHOCTHIO ¥ OKUPEHMEM B IPYTUX YaCTIX CBETa
MeHee OUeBMIHBI, ¥ TPOTHO3 YaCTO MeHee cepbeseH [7].

B 3amapgnoit Adpuke B pecrnybiauke I'aHa BbIOJ-
HEHO MCC/IeloBaHMe BO3MOXKHOM CEMEHON Mpeapac-
MTOJIO’KEHHOCTY Yy TalyeHToOB ¢ 6osyiesHbio biayHTa. Pe-
3yJIbTaThl MPOBEIEHHOTO CEKBEHMPOBAHMSI HE BbISIBUIN
TeHeTUYEeCKO TPeIpacIoioKeHHOCT K JTaHHOMY 3a-
6osieBannio [51]. HecmoTpst Ha mosyueHHbIE HaHHbBIE,
GOJIBIIIMHCTBO MCCJemOBaTe el CKIOHHBI CUMTATh, UTO
60sie3Hb BiayHTa MMeeT MHOrO(GaKTOPHOE MPOUCXOXKAE-
HME U CBsI3aHa C MEXaHUYeCKON Meperpyskoii y TeHeTu-
YeCKM BOCTIIPUUMUMBBIX MHAMBUIYYMOB. K nipeapacrmora-
raroumm GhakTopam 3a607eBaHMSI OTHOCST FeHeTUYeCKYIO
M PACOBYIO TPENPacCIONIOKEHHOCTh, OXUPEHME, BbICO-
KU POCT, paHHIOI XOAbOy, adpoaMepuMKaHCKOEe Mpo-
UCXOKIEHMe WM KOMOMHAIIMIO BbIIIENePeurCAeHHbIX
tdakropos [7, 10, 47]. B panHeii 1 nosnHei dopme MoA-
TBEPXKIEHA TaKXKe CBSA3b MATOJIOTUM C Ne(DUIUTOM BU-
tamuua D [52, 53]. Takum 06pasoM, MOKHO CHeIaTh
3aKJIt04YeHne, yto 6osie3Hb BiiayHTa sIBJISeTCS pesy/ibTa-
TOM MHOTOGaKTOPHON KOMOMHALIMM T€HEeTUYECKUX, Ty-
MOpaJIbHBIX, OMOMexXaHMYeCKUX (aKTOpPOB U (PaKTOpPOB
passutus [10, 47]. Heobxonumbl JanbpHeNIIe MCCIenO0-
BaHMSI, 0COGEHHO reHeTYeCKOo TPeapacioiOKeHHOCTH,
YTOOBI JTyYIlle TIOHATD KJIIOUeBON daktop 6osesun [47].

[MTarodusnonornueckre MexaHuU3Mbl 3a60JIeBaHMST He-
sicHpl [7]. Hambonee pacmpocTpaHeHHass 61MoMexaHuye-
cKasl TMUIOTe3a OObSICHSIET pasBuTue 6osesHu bBiayHTa
Ype3MepHO! MeXaHMUYEeCKO) Harpy3KkoM B COYETAHUM CO
crienyduueckumy GakTopamMy reHeTUYeCKOu BOCIPUMM-
yuBocTH. [Ipu dusmonornyeckoyi aedopmaryuy n36bITOU-
HbI BeC y pebeHKa yBeJIMUMBAET HArpy3Ky Ha KOCTU WU
CyCTaBbl, B YaCTHOCTY Ha 3aJHeMeIabHYIO YacTh KoJe-
HAa, U [IPOUCXOOUT MOCTENEeHHOe MOAABJIeHNe POCTa B Me-
IMaIbHOV 06J1acTM GOJIbIIIEGEPIIOBOI KOCTHU, 3aMeIJIEHNE
OKOCTEHEHUS] U PaspyllleHne CTaOUIU3UPYIOLUUX CUCTEM
CBSI30K. BeiteerBie orpaHnueHHOro MoTeHIaaa pocTa u
6oJstee €1aboil TPeXMEpPHOM CTPYKTYphbI GOJIbIlIe6epIioBOi
KOCTY CSKMMAIOIIVe CWJIbI OKa3bIBAIOT HaGOJIblllee BIIMS-

He€ UIMEHHO Ha 60JIblIe6epIIOBYIO KOCTb, a HE Ha Ge/ipeH-
Hy10 [54]. OnHako 6MoOMexaHMUeCKast TUTIOTe3a HE MOXKET
OOBSICHUTD TsKeJIble ciryuau 6osesHu BiayHTa ¢ paHHUM
HAyvajoM y JeTell, He CTPAJAIoX OKMPEHMEM.

Jleuenue 6one3nu bnaynma

PaszButue 60me3Hu biayHTa MOKeT MPOUCXOAUTH B
pa3HbIX HaAMpaBJeHUsaX. B ogHux ciyuasx 3abosieBaHue
MOAIaeTCsl KOHCEPBATMBHOMY JIeUeHMIO U He Tpebyer
XUPYPTrUUECKOTO BMeLIaTeabCTBa. B Apyrux ciyuvasx,
MpM HEYKJIOHHO IPOTPeCcCUPYIOIIEM MaTOJOTMYeCKOM
rpoliecce, onepaTuBHOE JieueHne Heus3bexXHO, U Heob-
XOAMMO OIpenenTb Hanbosiee 3¢ PeKTUBHbIE €er0 Bapu-
auTsl [10].

OTIMUnTENIbHOM 0COGEHHOCTbIO 6osiesHu biayHTa sB-
JITEeTCST TO, UTO 3abojieBaHMe TpY paHHeM Hauyaje MOKeT
MPOXOAUTH CHOHTaHHO. Jlaxke y merel adpo-KapubCKOro
MIPOUCXOKAEHNUSI MMeeT MeCTO CIIOHTaHHAsl perpeccusl.
B perpocrnekTuBHOM McCCIeqOBaHUM, TPOBEIEHHOM Ha
ocTpoBe PeloHbOH, MTOKa3aHO, YTO B OHOV TPETU CJTyvyaeB
vHpanTUIBHAS GopMma I craguu 6osesuu BrayHTa KOppuU-
rupyetcst crioHTaHHO [37]. [lomo6HbIe pe3ysbTaThl MOTy-
YeHbI B SIMTOHCKOM MCC/IeTOBaHNy: HaGII00aIoCh CIIOHTaH-
HOe Koppuruposanue gedopmauny 22 u3 46 KOHEUHOCTEN
y IeTeii ¢ faHHON nartosorueit [32]. Takum ob6pasom, Bask-
HBIMM SIBJISTIOTCSI PaHHSIS IMarHOCTMKA U JiedeHre JaHHOTO
3a60s1eBaHMsI, TTOCKOJIbKY Ha PaHHEN CTaJuy MPOIECC ero
Pa3BUTHS SIBJISIETCSI 0OpaTHMMBbIM [2].

KoHCeHCyC OTHOCUTENIbHO ONTUMAIbHOIO MOAXOma K
neyenuio 6onesun braynra orcyrcrsyer [55]. Bapmant
JIEUEeHUsT 3aBUCUT OT TsDKeCTM nedopmanmu B COOTBET-
cTBMe ¢ Kinaccubukanmeii A. Langenskiold 1 ocHoBbIBaeT-
csl, T7IaBHBIM 06pa3oM, Ha pe3yJsbTaTax peHTreHorpadmm.
KoncepBaTuBHOe jeueHNe MPUMEHSIETCSI B OOJbILMHCTBE
ciydaeB MHGaHTMUIbHOTO TuMa Ha cragum [ wm II, Torga
KaK XMpypruyeckoe BMeIlaTeJbCTBO IpoBoauTcs Ha III
wmm IV cragusx 3a6oneBanus [18].

Pannee neuenne metckoii 6ose3nu biayHTa BKIoyaer
B cebst pukcaumio, XoTsa 3ToT metox Ha I wm I cragusx
SIBJISIETCSI CITOPHBIM METONOM JIeUeHUsl, KOTOPbIii MMeeT
pasnuuHbie pesyibrarhl [3, 32, 56, 57]. Oas duxcarym
06b1yHO Mcnosnbdyercs opres (KAFO). Opronennueckoe
JieueHre MOKET ObITh IOJIe3HO, eC/IM OHO MPONOJIKAETCS
B TeueH)e OJHOTO rofia ¥ HAayarTo 0 TpeX JIET y JeTel, He
cTpajaolyx oxupeHueM [3]. Xupypruueckoe JieueHue
DPEKOMEH/TYeTCSI, eCJIM KOPPEKIMSI C TIOMOIIIbIO OPTE30B He
mpoucxonut [58]. B ciiyuae mporpeccupoBanust qedopma-
1M OBBIYHO VCIOMb3YIOTCS pasuyuHble XUPYPrudecKkme
BMeIllaTeabCTBa. Llenbio XUpPypruvyeckoro jgeueHust siBiisi-
€TCSl BOCCTAQHOBJIEHME KOHTPYSHTHOCTM TIOBEPXHOCTEN
CyCTaBa, BOCCTAHOBJIEH/E HOPMATbHOTO MOJIOKEHUS] KO-
HEYHOCTY, BbIPABHMBAHME IJIVMHbI KOHEYHOCTU U TIPEOT-
BparieHue pernyuayBa. CTaTUCTMKA TIOKa3bIBAET, UTO Y
MAIlMEHTOB C Mporpeccupyiomiei dbopmoii 3a601eBaHus C
PaHHMM HayaJoM XUpypruueckas KOppeKiys B Bo3pacTe
1o 4 net B 80 % ciryuaeB MPUBOAUT K TIOJTHOMY BbI3[JOPOB-
nenuio [15-17].

UcropnyeckuM CTaHAAPTOM XUPYPrUueCcKOro JIeUeHMs
60me3HM BiiayHTa SIBJIIeTCS KOPPUTUPYIOIIAST OCTEOTOMMUSI
MTPOKCUMAJTBHOTO OTAesa 60JblIe6epIioBoi KocTh (puc. 4)
IIJIST ICTIPABJIeHMsI YIIOBOM Iedopmaimi M BbIpDaBHMBAHMS
CyCTaBHOI moBepxHOCTH [35, 59-61].
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Puc. 4. Tlepsas cragus 6osiesun BiayHra ¢ paHHMM HauajioM y pe6eHka B Bospacre 3,5 et (kaccudumkauys FDF). [IBycTropoHHMe Basbryc-
HBIE U JepPOTALMOHHbIE OCTEOTOMMN: & — BHELIHMIT BUJ, HVKHUX KOHEUHOCTEI! 10 JIedeHusT; 6 — PEeHTreHOrPaMMa; B — BHEIUHMI BUJ, HUSKHIX

KOHeyHocTel1 yepe3 1 rop nocie onepauuu [7]

Ornepanyy KOPpUrMPYIOIIEN OCTEOTOMMUM OOeCeunBa-
IOT BBICOKYIO TOYHOCTb KOPPEKIMU, MO3BOJISIIOT OIHOMO-
MEHTHO YCTPaHUTh BCe KOMIIOHEHTHI AedopManyu 1 pas-
I'PY3UTh MeOMaIbHYIO YacTb amndusa [39, 62, 63]. OgHako
ypesMepHasi KOPPEKIMSI TPU OCTEOTOMUM B OTHEJbHBIX
CTyJasiX MOYKeT IPUBOIUTD K CTOMKOM BaJIbI'yCHOM medop-
MalK WK 1aKe K ee yBeueHnto. OTpuiiaTeIbHbIMMU MO-
MEeHTaMM TOAOOHBIX ONepaIyil IBJISETCS TPABMATUYHOCTD
M pasjnuHble OCIOKHEHMS, TaKMe KaK 3aMe[jIeHHasT KOH-
CoMMOanyst, COCYOUCTbIe HapYIIEHNs, KOMIIAPTMEHT-CUH-
IpoM, TIape3 MaJIo6epliOBOrO HEPBA, a TakkKe MHQPEKIMOH-
Hble OCJIOKHeHMsI U peluauBbl gedbopmanuu [39, 62, 63].
Koppurupyroiiias ocreotomusi, BbIMOHsIEMast Ha 3-ii CTa-
mvm o A. Langenskiold y mereii crapiie 3 jet, compo-
BOXKIAETCSI BBICOKOJ YaCTOTOV PelyauBOB. PerymuBu-
pytomast nqecdopmaiusi MOKET BO3SHMKaTh HE3aBUCUMO OT
NepBOHAYAIbHO YCIIEMIHONM omepauuu [17, 64-66]. Ya-
CTOTa peluayuBa BapycHOM medopmaiuy Tpu OGOIe3HU
bnaynra Haxomurcs B mmamasoHe 30-100 % wm mosker
OBITb CHVYDKEHA MPY BBIMOJHEHUY HAYAJIbHOM Omepanuu B
panHeM BospacTte [65]. TIporHocTuueckumu TpU3HaKaMM
IJIsT OLIEHKM penuayuBa gedopMariuy SBISIOTCS BO3PacT
manyeHTa M cragysi pasButus maronormu [67]. ITpose-
TeHHbIe MCCIeOBaHMsI MMOKA3bIBAIOT, UTO IJIsI CHUKEHMS
MPOIIEHTA PELMAVBOB ONEPATUBHOE JIEUEHUE CIIEAYET TIPO-
BOIMTb B BO3PAcTe A0 YEThIPEX JIeT Y MaIlMeHTOB C MPOo-
IPECCUPYIOIIMMY KIMHUYECKMMM ¥ PEHTTeHOJIOTHYECKM-
My mpusHakamu 6ose3nm braynra Ha I wm I cranum mo
A. Langenskiold [64, 68, 69]. [Ipn aTom camMbIM BaKHBIM
MPOTHOCTUYECKMM (aKTOPOM SIBJIIETCSI YBEJMUEHMe CTa-
vy 3a6osieBanus [59, 62].

B mocnenuue rompl pa3paboTaH HOBBIM MOAXOM K Jie-
YeHUIO JeTcKol GosesHu BiayHTa ¢ ympasisieMoi Moy-
JISILMeN pocTa - BpeMeHHbI remyanudusuopes [70, 71]
(puc. 5). JJaHHBI/ METO[, IOTy4aeT BCe OOJIbIiee PacIpo-
CTpaHEeHMe U SIBJIIEeTCS KM3HECITOCOOHBIM BapMaHTOM Jie-
yeHus 3a6oseBaHus Ha ctaguu 1 v 2 B CWITy OTHOCUTEJIBHOM
6e30MaCHOCTY ¥ MaJIOVMHBA3MBHOCTH [72-74]. Harpasien-
HBI/I POCT MOKET ObITh BBIMOJIHEH MO0 C TIOMOIIbIO Ha-
TSDKHOTO GaHJaxa, MO0 C MOMOIIIbIO BUHTOB, IIPeIHA3Ha-
YEHHBIX AJI1 BPEMEHHO} OCTAaHOBKY HOPMAJIBHOTO POCTa

B JIaTepaJIbHOV YacTu 60JIbIIe6eplioBOM KOCTU U obecrie-
YeHMsI PEUMYIIECTBEHHOTO POCTa B MeOMaIbHOM YaCTH.
CkopocTh yroBoii Koppekiuu coctasisger 100 %, Heo6-
XOOMMOCTb B KOPPEKTUPYIOIEe OCTEeOTOMMM 3ayacTyio
orcyrcrByeT. OmHaKO YacToTa MOBTOPHBIX Aedopmariyit
MIpY TAHHOM BapMaHTe JieueHusT cocTaBsieT 33 %. B atux
caydasx gedopmanysi MOAJaeTcs YCIEITHOMY JIeUeHUIO
IIyTeM KOPPUTUPYIOIIEN OCTEOTOMUM JIMOO MOBTOPHO BbI-
11eonMcanHbiM MetonoMm [55]. Takum o6pazom, HeECMOTpST
Ha 3HAUMTEJbHOE PACIpPOCTpaHeHNe BPEMEHHOTO r'eMu3-
mudusnonesa, psaoOM UCC/IeNOBaHMI TTOKA3aHO 3HAUYNUTE Tb-
HOe KOJMYECTBO HEYIOBJIETBOPUTENbHBIX PEe3ybTaToB B
cJTydae MCIOIb30BaHMsI pacCMaTpPMBAaeMOro MoaxXoaa ore-
paTMBHOTO JiedeHust pu 6ose3un biaynra [75-77].

Puc. 5. Penrtrenorpamma
HIDKHUX KOHEYHOCTel pe-
6GeHka ¢ MHGOAHTUIBHOM
dbopmoit  6osiesun  Bia-
yHTa uepe3 10 mecsien
mocjie  IBYXCTOPOHHETO
JIaTepaJbHOrO  IeMUIIIN-
dusnopnesa [8]

OToenbHOM XUPYPrUIecKoii IIPO6IIEeMOI SIBISIETCS O3]~
HO BBIIBJIEHHAs WIM pelyauBUpyiouias MHDaHTUIbHAS
tdopma 60one3un bnaynra (MBB) [78]. UBb BcTpeuaetcst oT-
HOCUTEJIbHO PeIKO U XapaKTepu3yeTCsl HeCTaOMIbHOCTBIO
KOJIEHHOT'O CyCTaBa. B TOJOGHBIX CTydasix OTHUM U3 METO-
JIOB BBIPaBHMBAHMS HIDKHUX KOHEUHOCTE SIBJISIETCSI TIPOBe-
JleHe OCTeOTOMMY C MeIMaIbHBIM ITOLbEMOM B COUETaHWUM
C JlaTepasibHbIM ITPOKCHMMAIbHBIM 3MM(U3Mone3omM O0mb-
11e6epII0BOil KOCTU M OCTEOTOMMEN ¢ MeTadu3apHOIi repe-
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cTpoliKoy 60sblie6epiioBoii KocT (puc. 6). Hemocrarounoe
ucrpasyienye Basieryca npu VBB cBsisaHo ¢ ocraTtouHoM He-
CTaGMIbHOCTBIO KOJIEHHBIX CYCTAaBOB M OSKMPEHVEM.

s

Puc. 6. PeHTreHOrpaMMbl HMKHMX KOHEYHOCTEH [E€BOUKM C
JIBYXCTOPOHHE} MMo3qHel nHbaHTWIbHO 6ose3Hbio BiayHTa B
nonoxkeHnu crost (AP): a - o yeuenus (B Bospacte 8-u Jier);
6 - yepes 2 rofa Mocyie XMpypruyeckoi Koppekunu (B Bo3pacTe
10-tu net) [78]

Takum 06pasoM, Ha CErOAHSIIHUI [eHb He CyIle-
CTBYET YHMBEPCAJIBLHOTO METOZA JIeUueHMsT MH(PaHTUIbHBIX

dopm 60sesun BnaynTa. JleueHne 3TOV CJIOKHON ATONIO-
MM JOJKHO OBITh aJANTUPOBAHO K KAXKIOMY OTEIbHOMY
CJ1y4aro. 3aJI0roM GJIaroroyYHOTO XUPYPrUUeCcKoro Jieue-
HUST SIBJIIETCST PAaHHMIA BO3pacT matyeHnTa (0T 3 o 7 JIeT, ¢
HaMJIY4IMIM pe3ysibTaTaMu B BO3pacTe 1o 4 JieT), paHHue
cragyy 3ab6oseBaHust (IO TIOSIBJIEHYS TTPU3HAKOB CUHOCTO-
3a) U MOJIHOE BOCCTAHOBJIEHNE OCY KOHEUHOCTH ¢ hopmu-
pOBaHMeM JIETKOV runepkoppexiyu [23, 63, 79]. B To xe
BpEMSI, Y TIAIVIEHTOB, TIOABEPraBIIMXCS JEUYEHUIO JaHHOTO
3ab0j1eBaHMs B IETCTBE, BO B3pOCJIOM BO3pacTe Habona-
€TCS Ha/Iuye OCTaTOYHbIX aHOMAJINI KOJIEHHOTO CyCTaBa,
Ha (oHe Uero MokeT PasBUTbHCS MPesKIeBPEMEHHbIN OCTe-
oaptput (aptpo3) [7].

Jleuenne GosnesHyu biayHTa y MOAPOCTKOB M MOJIOIBIX
JIrozeii sierstercst cyiokHbiM. Koppekuus nedopmariyin mpok-
CUMAaJIbHOTO OTZesa GOosbIle6epIioBoii KOCTH Mpu GOsIe3HU
bBnayHTa y JaHHOJ KaTeropuy MalyieHTOB MOYKET ObITh JO-
CTUTHYTAa MCIIO/b30BaHMEM arlfapaTa BHeIIHel GuKkcanmm
Wmmsaposa niau Teinopa (Spatial Frame, TSF) ¢ Huskum
PUCKOM OCJIOKHEHMI CO CTOPOHBI MATKMX TKaHe [80].

OTCyTCTBME CBOEBPEMEHHOTO JIeUeHus 3a00j1eBaHusT BO
B3POCJIOM BO3PACTe€ MOKET TIPUBECTHU K MPOrPECCUPYIOIIEN
BapycHOM AedopMalny ¢ COMyTCTBYIOIIMMM AehopMaLysMu
IIVCTAJIbHOTO OT/esa 6eAPeHHO KOCTU 1/mau Gosbliiebep-
1[OBOJi KOCTY, HEPABHOMEPHOCTY JJTMHBI HYKHMUX KOHEUHO-
crell 1 3HauMTeNbHOM Nedopmarmu cyctasos [10]. Hekop-
purupoBaHHasi 6ose3Hb brayHTa y B3pOC/BIX MAlMEHTOB
BCTpevaeTcst penko [7].

3AKJ/TIIOYEHUME

AHam3 COBpEMEHHOM JIMTePaTyphbl MOKa3aJl, YTO BEKO-
Bast UCTOpUST U3ydeHust HGose3Hn BiiayHTa Kak OTHEbHOM
HO30JIOTMYECKON eOVHMIILI He CMOIJIA PeIlUTh MpodeMy
Pas3BUTHSI 3TOM CJIOXKHOV TIATOJIOTUYM OMOPHO-IBUTaTeTbHO-
TO anmnapara y geteii u mogpoctkoB. CITyCTsI CToJIeTHe Toc/Ie
IMEePBOro KIMHNYECKOro M PEHTIeHOJIOTNMYECKOTIO OIMMCaHMsI
MAIMEHTOB C HApYIIEeHeM POCTa ¥ PasBUTHUS TIPOKCUMAIIb-
HOT'O MEeAYAaJIbHOTO OTHea 60JIbIIeOEepPIIOBO KOCTU U TIN-
¢buza, mpuBOOAIIMM K TpexmepHOi TedopManmy HUKHUX
KOHEUHOCTEI, STUOJIOTHS U TIaTOTeHeTHUeCKIe MEeXaH3MbI
MATOJIOTMUECKOTO TIPOIIeCcca OCTAIOTCS He BbISICHEHHBIMM.
3a mocseqHye TOAbI YCIeX TOCTUTHYThI B AMAarHOCTUKE U

XUPYPTUUYECKOM JIEUEeHUM JTaHHOV KaTeropuy MalyieHTOB.
CratmcTka CBUIETENIbCTBYET, UTO Y JETEN C MPOrpeccy-
pytoieii GopMONM M paHHMM HAYajaoM 3a00JeBaHUSI, XU-
pyprudeckast KOppekiys B BO3pacTe Ao 4-X JIeT PUBOAUT K
TOJIHOMY BbI3mopoBieHnto B 80 % ciryuaeB. BosbIMHCTBOM
MCCIeIOBaHU TIOKa3aHo: Gojie3Hb biiayHTa sIBIsIETCS pe-
3yJIBTATOM MHOTO(aKTOPHOM KOMOMHAIIMY TE€HETUYEeCKUX,
TYMOpaJIbHBIX, GrOMexaHnuecKux (HakTopoB ¥ (aKTOPOB
pasBUTHSI, CpeIy KOTOPhIX reHeTnuecKast IpeapacroiosKeH-
HOCTb UTPAeT 3HAUUTETbHYIO POJib. JIJisi MOHMMaHMUS KITIO-
yeBoro ¢axkTopa 3abosieBaHMsI HEOOXOMMMO [ajIbHeliliee
M3yueHye Hac/IeqCTBEHHO MPUPOIbI JAHHON MaTOJIOT UM,
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