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Bgenenue. Hecosepmiennsiii ocreorene3 (HO) mpencrasnsier co0oi Tpyriny peAKMX M CPABHUTEIBHO Pa3HOOOPA3HBIX IEHETHMYECKHX HapyIICHHH,
XapaKTePH3yeMbIX YaCTBIMH [EPEJIOMaMH, KOCTHBIMH JAe(OpMALMsIM, HU3KOIl MUHEPAIBHOI INIOTHOCTBIO KOCTH U OCTeoneHuel. Cpean opToleanyecKux
npobiem y nanueHToB ¢ HO BBIENSIOT YacThle MepesioMsl, AedopManuii KOcTel, JIOKHbIE CYCTaBbl; OTACIBHO BBIIEISIOT BAPYCHYHO Je(opMariuio
HIeHKy OePeHHOI KOCTH, CKOJIMO3BI, IIPOTPY3UIO BEPTIIY)KHOI BIIAANHBI, cTaTHYeckue aedopMaru cror. OCHOBHOM LENbI0 XUPYPTHIECKOTO JISICHUS
BO3HUKIIMX Je(OpMAIMil ¥ MEpeioMOB KOHeYHOCTel y maimenToB ¢ HO sBisieTcss BOCCTAHOBIIGHUE M TOUIEP)KaHUE MX JIBUTATEIbHOW aKTUBHOCTH,
ABTOHOMHOCTH U COXPaHEHHE KadecTBa JKM3HH HpH Tsokelblx ¢opmax HO. Ilennpio 1aHHOTO MCCIeNOBaHMS SBISUIACH OLEHKA NeopMalil HIDKHHX
KOHEYHOCTEH M CONpPOBOXKIAIOIIMX MX APYTHX OPTONEAMYECKUX HAPYLICHWH, a TAKKe COMATHYECKOro CTaTryca IMalUeHTOB C TSHKEIbIMH (opMaMu
HecoepienHoro ocreorenesa (111 u IV no Sillence) npu nmocTymieHWH Ha 3Tal ONEPATUBHOTO OPTONEANUYESCKOT0 JieueHus. MaTepuajbl 1 MeToabl. [1oj
HammM HabmoaeHueM B iepros 2003-2016 Haxomuinock 43 naruenTa ¢ TsokenbiMu popmaMu HecoBepiieHHoro octeorenesa (111 u IV tum), moctynusimx
JUISL ONEepaTHBHOW KoppeKimH nedopMaruii HIDKHHX M BEPXHHX KOHEYHOCTSH, JIOXKHBIX CyCTaBOB, BapyCHOH JedopMar IIeiiku OeapeHHOH
koctu. CpenHuid BO3pacT Ha MOMEHT MOCTyIuieHust coctaBui 14,4 + 9,74 rona (ot 2 ner 9 mecsueB 1o 46 ser). Pesynbrarsl. JleyeHue nepenomMoB
B OOJIBIINHCTBE CITy4aeB OBUIO KOHCEPBATHBHBIM, OIHAKO HCIIOIB30BAJICS OCTEOCHHTE3 CIMLAMH MM JJIACTHYHBIMU CTEPIKHSIMH C HOCIEIYIOIIUM HX
yAaJIeHuEeM y 4 NalueHTOB, HAKOCTHBIE PUTHIIHBIC TUIACTHHBI — 4 TMalMeHTa, OCTEOCHHTe3 anmnaparoM MimzapoBa — B 3 citydasix, HHTpaMeTy UIspHBIi
OCTEOCHHTE3 PUIHIHBIM CTEpPXKHEM — Yy 4 MAIMeHTOB. PeryisipHelil npuem npenaparoB OucochoHaTOB HPOBOMICS y 9 MAIUSHTOB, TIOCIESIHSS 1032
npernapara OblIa BBEJICHa HE MEHee, 4eM 3a 4 Mecsa JI0 MOCTyIueHus. PaHee peKOHCTPYKTHBHBIE BMEIIATENbCTBA HA KOCTSIX HM)KHMX KOHEYHOCTEH C
LIeJTBI0 KOPPEeKIHH nedopmaruii mepeHecnn 13 nannentos. 3akiiouenne. Jlehopmaryn HIKHIX KoHeuHOCTel y naruenToB ¢ HO Tshkensix ¢popm HocsT
KOMILIEKCHBI MHOTOYPOBHEBBIH XapakTep, 4TO MOpasyMeBaeT He0OX0AUMOCTh MHOTOYPOBHEBOTO OPTOIEIMYECKOTO BMEIIATEIbCTBA A1 MX KOPPEKIIMH.
Beicokast yacToTa HepesioMoB, KOMIUIEKCHBIN XapakTep TsDKeNbIX JedopMaruii KocTei ckeera 00yCIOBIMBAIOT ITOTEPIO HABbIKA K CAMOCTOSITEILHOMY
MEPEIBIKCHUIO WM JIKE M3HAYaJIbHOE OTCYTCTBHE €ro pa3BUTHs. HeajekBaTHble OnepaTHBHbIE BMEIIATENBCTBA, HECBOEBPEMEHHO BBINOJIHEHHEIE,
HETEJICCKOIMYECKUI XapaKTep OCTEOCHHTE3a, OTCYTCTBUE Tepariu OuchochoHaTamu criocooCcTByOT HOPMUPOBAHKIO JIOTIOIHUTEBHBIX OPTOIESMICCKIX
npoOieM M yCyryOleHHUIo mpolecca moTepyu aBTOHOMHOCTH y TNMAlMEHTOB JAaHHOM KAaTErOpUH, YTO MOXET 3aTPYIHUTH MOCIeayollee cnenuduyeckoe
OPTOIEINIECKOE XUPYPTHIECKOE JICICHHE.

Ku1io4eBble ¢J10Ba: HECOBEPILICHHBII OCTEOreHe3, 1eopMalii KOHEUHOCTEH, POCT, BEC, HHJIEKC MACChl Tela

Introduction Osteogenesis imperfecta (OI) is a group of rare and relatively diverse genetic disorders, characterized by frequent fractures, bone deformities,
low bone mineral density and osteopenia. Frequent fractures, bone deformities, and nonunion are among orthopedic problems in OI patients. Varus deformity
of the femoral neck, scoliosis, protrusion of the acetabulum, static deformities of the feet are considered separately. The main goal of surgical treatment
of the limb deformities and fractures in OI patients is restoration and maintenance of their motor activity, autonomy and preservation of quality of life in
severe Ol types. The purpose of this study was to assess the deformities in the lower extremities and other accompanying orthopedic disorders, as well as
the somatic status of patients with severe OI types (Sillence’s types III and IV) at the point of admission to operative orthopedic treatment. Material and
methods Between 2003 and 2016, we examined 43 patients with severe Ol (types Il and IV) which were admitted for operative correction of deformities
of the lower and upper extremities, nonunion, and varus deformity of the femoral neck. The average age at the time of admission was 14.4 + 9.74 years
(from 2 years 9 months to 46 years). Results Treatment of fractures was conservative in most cases; however, osteosynthesis with wires or flexible nails
was used, followed by their removal in 4 patients; bone plates were applied in 4 patients; osteosynthesis with the Ilizarov apparatus was used in 3 cases, and
intramedullary osteosynthesis with rigid rods in 4 patients. Regular administration of bisphosphonate preparations was conducted in 9 patients. Last dose of
the drug was introduced at least 4 months before admission to surgical treatment. Thirteen patients had undergone reconstructive surgeries on the bones of
lower extremities to correct the deformities. Conclusion Deformities of the lower limbs in patients with severe Ol types are complex and multilevel, which
implies the need for multilevel orthopedic interventions to correct them. High incidence of fractures and a complex nature of severe bone deformities result
in the loss of the skills to move independently, or even its initial absence. Inadequate surgical interventions, untimely performed, non-telescopic nature of
osteosynthesis, and absent bisphosphonate therapy contribute to the formation of additional orthopedic problems and aggravation of the loss of autonomy
in such patients, which may complicate subsequent specific orthopedic surgical treatment.

Keywords: osteogenesis imperfecta, limb deformity, stature, weight, body mass index

BBEJAEHUE

Hecosepmennslii ocreorene3 (HO) mpencrasnsier co-  crBe cimyyaeB HO BbI3BaH JOMUHAHTHOW MyTalueil TeHOB
001 rpyIy penkuX u cpaBHUTENbHO pasHooOpasHbix reHe-  COL1A1 nim COL1A2ennsix [5]. Hanbonee mmpoko pac-
THYECKMX HapyIICHUH, XapaKTepU3yeMbIX 4acThIMHU Ilepe-  mpocTpaHeHHas kinaccudukanns HO ocHoBaHa Ha KIMHU-
JIOMaMH, KOCTHBIMHU JiehopMarysimM, HU3KOH MUHEPAIIbHOW  KO-PEHTICHOJIOIMYECKOH KapTHHE 3a00JI€BaHNs M BKITIOYAET
IUIOTHOCTBI0 KOCTH H octeoneHuelt [1—4]. B Gomemmu- L 11, I u IV THImer 3a0omeBanus, U KOTOPBIX XapaKTepeH
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ayTOCOMHO-TOMUHAHTHBIN THIT HaciieqoBanus [1]. B 6onee
MOJIHOHM KJIacCU(UKAIIMK, YYUTHIBAIOLIEH M I'€HETHUECKHE
aCIeKThl, 100aBiIeHbl V (JOMHHAHTHO HacleTyeMBbIH, Xa-
pakTepHO 00pazoBaHHe OOBEMHBIX THIIEPTPO(YUPOBAHHBIX
KOCTHBIX MO30JIEH, OCCU(HKAIINS MEKKOCTHBIX MEMOpaH),
VI, VII u VIII (peueccuBHO HacieqyeMble) THUIIBI, BKIIIO-
Yarolye MalueHToB 0e3 HapyIleHHH CHHTEe3a KoJllareHa
MEpBOTO THUIA, HO C KIMHUKO-PEHTT€HOJIOIMYECKHMHU TIPO-
sernenusimu HO (3, 4, 6].

Cpenu opromneanyeckux npodiem y marueHtoB ¢ HO
BBIJICIISIFOT YaCThIE MEPEIOMBI, Ae(opMaIiu KOCTeH, JT0XK-
HBIE CYCTaBbl; OTJENIFHO BBIACISIOT BapyCHYyIO nedopma-
[UI0 MICHKH OCIPEHHOW KOCTH, CKOJHO3BI, MPOTPY3HIO
BEPTIY)KHOW BIQJIMHBI, CTaTHYECKHe ne(opManuyl CTOI
[7-9]. MHorouncieHHbIE MEPETOMbI, KOTOPBIE COMPOBO-
HKIAOTCs eopMalusiMUA KOHEYHOCTEH, a TaK)Ke JIUTUTEIb-
HbIE IEPHO/Ibl UMMOOWIIN3AIIMY U OTCYTCTBUE HATPY3KH Ha
KOHEUHOCTH CIOCOOCTBYIOT YMEHBIICHHIO MUHEPAIbHOM
TUIOTHOCTH KOCTEH, HapylIeHUIO pa3BUTHsI 0OOIIeH MOTO-

pHKH pebeHKa, TPHOOPETEHNIO HABBIKOB BEPTHUKAIIU3AIINY,
caMOoOOCITy)KHBaHHUSI M XOIBOBI, 3aMeyIgeTcsl obIee co-
Maruueckoe U (hYyHKIMOHAJIBHOE Pa3BUTHE JIETEH C TshKe-
abivu popmamu HO [10—13]. OcHOBHOI# 1ieNbI0 XUPYPTH-
YeCKOro JICUeHHsI BOSHUKIINX AedopMaluii 1 neperoMoB
KoHeuHocTel y manueHToB ¢ HO sBisieTcst BOCCTaHOBIIE-
HUE ¥ TOJJIepKaHNe UX JBUTATEIbHON aKTUBHOCTH, aBTO-
HOMHOCTH U COXPaHEHHME KauecTBa KM3HM TPH TIKEIBIX
¢dopmax HO [14-18]. Hy)xHO MOHMMaTh, 4TO XHUpYpriye-
CKOE OpPTONEANYECcKOe JieueHne (PEKOHCTPYKTUBHOE H/WIIN
MIPEBEHTUBHOE) TOJKHO MPOBOJUTHCS HA MHOTHUX CETMEH-
Tax CKeJeTa, yIUThIBas CHCTEMHBIN XapakTep MOpaKeHHUs,
a Taloke IPU COMAaTHYECKOM HeOIaronoayYuy ManueHTOB.
Ieabl0 1aHHOTO HCCIEAOBAHUS SABIATIACH OICHKA Jie-
(dbopMaruii HIKHUX KOHEYHOCTEH U COMPOBOXKIAIOIINX HX
JIPYTHX OPTOIEIUYECKUX HapyIIeHWH, a TakXkKe coMaTH4e-
CKOTO CTaryca MalueHTOB ¢ THKEIbIME (hOpPMaMHU HECOBEP-
mienHoro ocreoreresa (111 u IV mo Sillence) mpu mocryrte-
HHUM Ha 3TaIl ONEePaTHBHOTO OPTONEANYECKOTO JICUCHHUSI.

MATEPUAIJIBI U METOJbI

ITon nammm Habmonenuem B epuos 2003—-2016 rosr
HAXOAMUJIOCH 43 MaleHTa ¢ TSHKEIBIME (hOPMaMHU HECOBEP-
mennoro ocreorenesa (I u IV Tum), moctynusime st
OllepaTUBHOM KOppeKHy AeopMaIHii HIMKHUX U BEPXHUX
KOHEYHOCTEH, JIOKHBIX CYCTaBOB, BAPYCHOM JedopMaiium
mieiiku OexpenHoit koctu. CpeqHHi BO3pacT Ha MOMEHT
noctyruienus coctasun 14,4 = 9,74 rona (ot 2 ner 9 me-
csues 10 46 ner).

[ToMrMO OpPTONEANYECKOTO M KIMHHYECKOTO HCCIe-
JIOBaHUS y MAIEHTOB OLIEHUBAJIUCH HApPYILICHUS CIIOCO0-
HOCTH K CaMoOCTOsITeJIbHOMY nepensikenuto mo Gillette
Functional Assessment Questionnaire Ambulation Scale
[19]. B anaMHeCTHYECKHX TaHHBIX YUUTHIBAIN KOTUYECTBO
MePEeIOMOB, CHOCOOBI MX JICUCHHUS, BBIOJHEHHE OIepa-
THBHOTO BMCIIIATEIILCTBA, TEPAITUIO Mpenaparamu oucdoc-
(oHaroB. YpoBeHb MUHEPAJIBbHOW IIOTHOCTH YYHTBIBAIIN
M0 JAHHBIM MHUHEPAIbHON JAEHCUTOMETPHUH, OTMEUCHHBIM
B [IPEIOCTaBJIICHHON MEIUIIMHCKON JIOKYMEHTALIUU.

[lo peHTreHOrpaMMaM CErMEHTOB HIDKHHUX KOHEYHO-
CTeH M PEHTTCHTEIEMETPUHN OTPENeNAIN YPOBEHb, JIOKa-
JIM3ALMI0 BEPLIMHBI M BEJIMYUHY Je(OpMaliy, HaIHdHe
U TIOJIOKEHHE Marepuaja OCTEOCHHTE3a, JOKAIM3alUio
HECpAIIeHUIl 1 JIOKHBIX CYCTaBOB, a TAKXKE CIEAYIOIINE
PEHTTeHaHATOMUYECKHE TOKa3aTeIH: MEXaHWYEeCKUil Ja-
TepaJIbHbBIIl MMPOKCUMaIBHBIA OeaperHblid yron (mLPFA),
AHATOMHYECKUH MeIWAaNbHBIH NPOKCUMAIBHBIN OeapeH-
Helli yron (aMPFA), anatommueckuii M MeXaHHYECKHH

JarepalibHble AMCTalbHble OenpenHble ymibl (aLDFA,
mLDFA), anaromMuyeckuid 3aJHUI JUCTaJIbHBIA OeqpeH-
Hell yron (aPDFA), mexannueckuil MequambHBIN MPOK-
CUMaJIbHBIN OoubieOeproBblid yron (MMPTA), anaromu-
YEeCKUH MEAMANbHBIN MPOKCUMAIBHBIA O0JIbIIEOSPIIOBbIN
yroi (aMPTA), MexaHU4YeCKHA JIaTepabHBINA JUCTATBHBINA
6onpmebeprioBerii yron (mLDTA), anaromuveckwii 3a-
JHUHM TpOKCHMaNbHBIA OomnbinedepuoBslii yron (aPPTA),
AQHATOMUYECKUH TepeHuid JUCTalIbHBIA OoJbledepo-
BeIif yron (aADTA) [20,21]. TopcuonHbIe AedopMariiu
OLICHUBAJINCH 10 KIMHUYECKUM JIaHHBIM W, B pSAAE CIy-
yaeB, M0 JIaHHBIM KomibloTepHOil Tomorpaduu (Toshiba
Aquilion-64, SInonus).

Bce nmanueHTs 10 IpoBeACHNUS OTIEPATHBHOTO JICUCHUS
OBUIM KOHCYJIBTHPOBAHBI MEAMATPAMH WM TepareBTaMH.
[Ipu oleHKE COMATHYECKOTO CTaTyca M COIyTCTBYIOLICH
MATOJIOTHH Y TTALIMCHTOB YYUTHIBAJINCH JaHHbIC aHAMHE3a,
(hU3KKaIBHOTO OOCICIOBAHUS, CTAHIAPTHBIC aHTPOIIOME-
TPHUECKUE TOKa3aTenaH (POoCT, Bec, MHACKC MAcChl Teja —
HUMT), nokaszarenu 1abOpaTOpHBIX METOJOB HCCIIEI0Ba-
HUS, TaHHBIC OTIOJHUTEIBHBIX METOIOB UCCIICIOBAHUS U
Pe3yNbTaThl KOHCYJIBTALUHU Y3KHUX CIICIIHAHUCTOB.

[Tonmy4yeHHBIE KOMMYECTBEHHBIC IAHHBIC ITOJBEPrayin
CTaTHCTHYECKOH 00pabOTKe C UCIOIb30BAaHUEM HPOrpaM-
mbI Microsoft Excel 2016. Cratuctuueckoe ucciaeaoBaHue
BKJIIOYAJIO0 B ce0sl ONMHUCATEIbHYI0 CTATHCTHKY: CpPEIHHE
3HaueHus (M) u crangapTHoe oTkioHeHue (SD).

PE3VJIBTATBI

B wurore, B maHHOE MCCiIENOBaHME OBUIO BKIIIOYEHO
43 mammeHTa B Bo3pacte oT 2 yneT 9 mecsueB 1o 46 meT
(14,4 £ 9,7 roma). Knmauko-peHTreHOMOTNIecKas Qop-
Ma HecoBeplueHHoro ocreorene3a III Ttuma BcTpewanach
B 14 cnyyasx, IV tuma — y 29 GompHbIX. JnarHo3 ObIT
TIOATBEPKICH MOJICKYJISIPHO-TCHETHYECKIMH HCCIIEJ0Ba-
Husmu 'y 17 marmentoB (6 — I Twuma, 10 — IV tuma, 1 —
VIII Tuma). B anamuese y Bcex OOMBHBIX MTPUCYTCTBOBAIN
MIEPEJIOMBI, HE MEHEE 5 3MHM30/10B (BCTPEUAEMOCTh BaphH-
poBamna ot 5 mo 6ornee 100 cmyqaeB). JIedeHne meperoMoB

B OOJIBIIMHCTBE CIIy4aeB ObLJIO KOHCEPBATHBHBIM, OJHAKO
UCIIONB30BAJICS OCTEOCHHTE3 CIHMLAMH WIH JIACTHYHBI-
MH CTEPXKHSAMH C TOCIEIYIOLIMM HX yAajJeHHeM y 4 ma-
[IMCHTOB, HAKOCTHBIC PUTHAHBIC ITACTUHBI — 4 MAaLUeHTa,
ocTeocHHTe3 ammaparoM VimsapoBa — B 3 ciy4asix, UH-
TpaMemyJUIAPHBII OCTECOCHHTE3 PUTHAHBIM CTEP)KHEM — Y
4 manmeHTOB. PerymspHbli mpuem mpemapatoB Omcdoc-
(horaToB mpoBommwICA Y 9 ManMeHTOB, MOCTETHSS 103a
mpemnapaTa OblIa BBeleHa HE MeHee 4eM 3a 4 MmecsIa 10
NOCTYyIUICHUS. PaHee peKOHCTPYKTHBHbIE BMEIIATEIbCTBA
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Ha KOCTSAX HIDKHUX KOHEYHOCTEH C LENBI0 KOPPEKIIHH Jie-
(dopmanuit mepenecnu 13 mammeHToB. B kadectBe octe-
OCHHTE3a HWCIOJIB30BajicA ammapar MnmsapoB y mectn
MAICHTOB, WHTPAMEIy/UISIPHBIA OCTCOCHHTE3 CITHIIAMH
YT DTaCTHYHBIMHU CTEP)KHSAMH — y 5 TAIIMEHTOB, B OJHOM
clTydae IPUMEHsIIaCh METOAMKA ITOJHAIKOCTHHYHOTO Pas3-
MEIMIeHUS KOCTHBIX TOMOTPAHCIIAHTATOB C (PUKCAIINEH UX
CEPKIISHKEM, eIIIe OTHOW MAIlMeHTKE OBbLI BHITTOITHEH HHTPA-
MEIYIUISIPHBIA OCTEOCHUHTE3 TEJIECKOINYECKOW CUCTEMOMU
Fassier-Duval 6expa u ronieHH ¢ OHOI CTOPOHBI U CTEPIXK-
HeM Rush — ¢ mpyroii.

W3 Bcell uccnenyemMol rpynibl TOIbKO 4 MAlMEHTOB
(IV tum HO) Morm caMOCTOSATENBHO IIePEIBHUTATHCSA B
Ipeieax JKUIOTO TOMEIICHUS WM OTPaHHYCHHBIX IIPO-
CTPAHCTB HE UCTIONIB3YS KOCTHLUIH WU TPOCTH (YPOBEHB 4 IO
Gillette Functional Assessment Questionnaire Ambulation
Scale), B 13 ciyqasx (Il Tum, 3 marmenta; [V tum, 10 mamm-
€HTOB) OOITEHBIM JIJISI TIEPEABIKEHHSI 00513aTeNbHO TPeOOoBa-
JIUCH KOCTBUTH, HO TIPH 3TOM OHH COXPAHSITH aBTOHOMHOCTh
(yposens 3 Gillette Functional Assessment Questionnaire
Ambulation Scale), B ocrampHbpix 26 ciygasx (LI Tum,
11 6onpHBIX; IV — 15 GONBHBIX) MAMEHTHI MOTIIH TIEpEeMe-
IIaThCS TOJHKO B MHBAJIUIHOHN KoJsicke (YpoBeHB | 1 2 1o
Gillette Functional Assessment Questionnaire Ambulation
Scale). BaykHO OTMETHTB, YTO BCE MAIIMEHTHI, OTHOCSIINE-
cs k [V Tuny u KoMy npoBoOIMIIOCH JIEYEHHE NpenaparaMu

ouchocdonaToB (4 4ermoBeKa), COXPAHUIN CIIOCOOHOCTh K
CaMOCTOSITENTbHOMY TEpe/BIKeHUI0. M3 maTn manueHToB
¢ Hanboree Tsoxenoit popmoit HO (III tum), mpoxoanBImmx
KypChl aHTUPE30pPOTUBHON TEpariy, TOJIBKO JIBOE CMOIIN
COXPAHMTbH CIIOCOOHOCTH K TIEPE/IBIKEHHIO C TOMOIIBIO KO-
CThUIEH M IOCTOPOHHEHN MOMOLLM U MIPH YCIOBUU UCIIOB30-
BaHWsI OPTE3HBIX n3z1euid. OTMETUM TaKKe, 5 MalUeHTOB B
BO3pacCTe 710 6 JIET HUKOTIA He HAUMHAIM TIEePEe/IBUraThCs B
BEPTUKAJIBHOH 1103€, HE PUOOPEIH 3TOT HABBIK.

Knmaryeckn 3HaYMMEBIA, PETyIIpHO OTMEYaeMbIi 0o-
JIEBOM CHHIPOM HMHTEHCHUBHOCTHbIO YpOBHsS 3—4 10 mIKa-
ne Wong-Baker [22] mmu aHamoOroBOM IIKaixe OTMEYAJCs
y 14 manueHToB M OBLI CBSA3aH C HAPYKHOH MUTpanueit
MHTPaMeIyUISIPHBIX KOHCTPYKIMH (2 ciydast), JIOXKHBIM
CYCTaBOM B ITIPHCYTCTBHH HECTaOMJILHOTO OCTEOCHHTE3a
(4 cmygas), mpu OCeBOM HArpy3Ke neOpPMHPOBAHHBIX KO-
HEYHOCTeH (4 cirydasi), Ipy IBIKEHUSAX B Ta300€PCHHOM
WJIN KOJIEHHOM CyCTaBaX, MOSICHUYHOM OTJIEJI€ TT03BOHOY-
Huka (14 manueHToB).

Jedopmannu KocTel HIKHUX KOHEYHOCTEH B TOH WiIH
WHOM CTEeTIeH! ITPUCYTCTBOBANIN Y BCEX MAIMEHTOB (puc. 1).
B Tabmume 1 mpencTaBieHbl THITHL YIIOBBIX ehopManui,
OTMEYABIINXCS HA YPOBHE JHa(U3apHBIX OTAEIOB KOCTEH
HIDKHUX KOHEYHOCTEH 10 JaHHBIM peHTTeHorpadun. [Ipu
M3Y4YEeHUH JAaHHOTO BU/1a Ae(hOpMaIiii yUUTHIBAINCH JINIIb
cirydau ipu BemauHe aedopmarmm 10 u 6oree rpagycos.

Puc. 1. Penrrenrenemerpust HKHUX KOHeuHOCTel: A — nauuenrta ¢ I1I tunom HO, b — IV tun HO

Tabnuua 1
Vrnossie aedopmanuy 6eIpEeHHBIX U OOJIBIIEOEPLIOBBIX KOCTEHl
Bun nedopmanuu Benpennas xoctb (n = 76) BonprebepuioBast kKocTh (n = 76)
Bapycno-anrexypBaunonHas (10°-105°) 47 4
Banbrycno-anrexypsanuonnas (10°-55°) 3 30
Bansrycnas (10°-50°) 7 11
AmntexypsanmonHas (20°-64°) 3 11
Bapycno-pekypBanmonHas (25°—42°) 1 1
Bapycnas (10°-35°) 10 -
BanbrycHo-pexypsarponHas (28°—35°) 1
Her nedopmanuu 4 18
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Kak BumHO M3 Tabmumsl 1, Hanboxee gacToil pedop-
MaIel ABISIAach BapyCHO-aHTEKypBallMOHHAs OempeH-
HOM KOCTH W BaJbI'yCHO-aHTEKypBAaIlHOHHAS OoJbIie-
6eproBoil kocTH. Iy MaMEeHTOB JaHHON TPYHIBl OBLIH
OTACJIBbHO TIIOCYHUTAHBbI YIJIBI OPHUCHTAIHUU CYCTAaBHBIX
KOHIIOB OTHOCUTCJIIBHO aHATOMHWYECKUX U MEXAaHHUYCCKHUX
oceit cermeHToB (Tadm. 2, puc. 2). Kak BugHO 1Mo mnpea-
CTAaBJICHHBIM JaHHBIM, BBIPA)KCHHBIX HAPYIICHUNA OPUCH-
TaIMY CyCTaBHBIX KOHIIOB OeIpeHHOM 1 00NIbIIe0epIIOBOH
KOCTEi OTHOCHUTEIBHO aHATOMUYECKON OCH NPHIISKAIINX
nuaduzapHeIx oTnenoB HeT. C JIpyrodl CTOpOHBI, ObUIH
OTMEYEHBI SIBHO IMATOJOTHYCCKUE 3HAYCHUS YTIOB OTHO-
CUTENFHO MEXaHWIECKUX Oceil cerMeHTOB. JlaHHBIH (akT
YKa3bIBaeT Ha JIOKATH3AIHUIO BEPIIUHBI JeOopMaIiy mpe-
MMYIIECTBEHHO Ha YpOoBHE nuadu3oB Koctel. Jlumis B
Tpex ciy4asx (6 CerMEHTOB) Mbl OOHAPYKHIH UCTHHHYIO
BapycHyI0 Jie(opMallio MPOKCHMAIIBHOTO oTaena Oenpa

¢ mokamm3anueit CORA [20, 21] y ocHOBaHHS MISHKH WITH
B MEXBEPTEAbHOU 30HE. [Ipu 3TOM B ZBYX CilydasiX 3TO
COIIPOBOXKJAJIOCH PA3BUTHEM IATOJIOTHUECKOTO MEpesIoMa
Ha maHHOM ypoBHE (puc. 3). OTAenTpHO OCTAaHOBUMCS Ha
3HadeHnsax aLDFA Hmxe Bo3pacTHON HOpMBI. MBI mosa-
racM, 4TO JaHHBIC U3MCHCHHA HOCAT CITOHTAHHBIN aaar-
TAlMOHHBIM XapakTep, pa3BHBAIOTCS B NPOLIECCE POCTa
OeZpeHHOM KOCTH, CBS3aHBl C BapycHOW nedopmaruen
quaduzapHOro OTAeNla W HalpaBlieHbl HA YMEHBIICHHE
MeIMaJIbHON JeBHalui OMOMEXaHHMYEeCKOH OCH BCeH Ko-
HEYHOCTH. TOPCHOHHBIE JeopMaliy KIMHUYECKN OTIpe-
JIeTSUTACH Ha 67 CeTMEeHTax: HapysKHasi TOpCHsI OeApeHHON
koctr 30°-90° (46 cerMeHTOB), BHYTPEHHSS TOPCHS KO-
creif ronenu 20°-70° (28 cerMeHTOB), HAPYKHAS TOPCHS
koctel ronenn 35°-50° (3 cermenra). B 7 ciywasx ne-
dhopmaruy OBLIM TOATBEPKIACHBI C IOMOIIBIO KOMITbIO-
TepHO# Tomorpaduu (puc. 4).

Tabmmma 2

Y1kl OpHEHTALUY CYyCTaBHBIX KOHIIOB OTHOCUTEIIbHO AHATOMUYECKUX U MEXaHUYECKHUX OCCH CErMEHTOB Y IIallUCHTOB
€ BapyCHO-aHTEKYPBaLMOHHBIMH Jie(opMaLisMU Ha Oelipe U BaJIbI'yCHO-aHTEKYPBALMOHHBIMU JIeOpMAIMIMU HA TOJICHH

mLPFA aMPFA mLDFA alLDFA aPDFA

mMPTA aMPTA mLDTA aPPTA aADTA

74,7+6,9 [102,4+£9,1[949+7,89| 784+5,9 |81,7+10,9

97,7+7,04 | 84,8+53 | 879+7,5 | 86,8+82 |854+129

Puc. 2. PentrenorpaMMbl HIDKHUX KOHEYHOCTEH ManueH-
ta ¢ IV tunom HO: nepeceyeHue CIUIOMIHBIX JHHUHA CO-
orBercTByeT BepiinHaM aedopmannit (CORA), aLDFA:
75°(D), 78°(S)

DEX

Puc. 3. JIoxHbIe CyCTaBbl IPOKCUMAIIBHOTO OT/eNa OEIPEHHOI KOCTH:
A — peHTreHorpamMma Ta3a B IPSAMOIl POCKIMH, b — KoMmIbroTepHast
Tomorpadust

Puc. 4. TopcrorHsle fedopMmaryy, KOMIbIOTepHas ToMorpadus: A — petpoBepcus 1eek oexep, b — BHyTpeHHss Topeust KocTel roinenn 35°
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PeHTreHONOrnuecKre MPHU3HAKK JIOKHOTO CyCTaBa
(puc. 5), 3aMeNIeHHON KOHCONHUIAIINH TOCIe IMeperoma,
MaTOJIOTUYECKOTO TIepesioMa C JIOKAIW3alueil BepIIMHBI
nedopmalum Ha JAHHOM YPOBHE OTMEUEHBI: IIeiika Oepa
(2 cermenTa), BepXHsis TpeTh auadusa OCAPCHHON KOCTH
(1 cermenT), rpaHKILIa BepXHEH U cpenHel TpeTH auaduza
Oenpa (12), cpennsisi Tpeth 0eapa (6), HYKHIS TpETh Oeapa
(2), cpenssiss 1 HIKHSS TpeTh Auadu3a 60bIIeOePIIOBON
koctH (1o 1 cerMeHry).

Hanmume pa3HOOOpa3HBIX 3JIEMEHTOB METaJUI0OCTEO-
CHHTEe3a ITPUCYTCTBOBANIO Ha 18 cermenTax (puc. 5): crep-
xenb Fassier-Duval ¢ npusnakamu sTporeHHOro 3mugu-
3monesa (2), crepxeHs Rush (4), HAKOCTHAs TITACTHHA C
TIPU3HAKAMH HECTAOMIHLHOCTH (4), BHYTPHKOCTHBIC CITHIIBI
WA TOHKHE CTepkKHHU (6), cepkisnk (1), M30THYTHIA HITH
CIIOMaHHBIN PUTUIAHBIA HHTPAMEIYUIPHBIA CTEPKEHB (2).

Cpenu Apyrux OpPTONEAMYECKUX IPOSBICHUH OTMe-
THUM, 4TO CKOJIIMOTHYECKasi aedopMaius pa3IndHOil BbI-

paxkeHHOCTH (23°-88°) mpucyTcTBOBana y 13 manueHToB,
HEPaBEHCTBO JUTMHBI HIDKHIX KOHEYHOCTEH Ooree 2 ¢M — B
29 ciygasx, neopManuy BEpXHIX KOHEYHOCTEH, BBI3BIBA-
JOLMe CYIIECTBEHHbIE IS MAlUEHTOB (PyHKIMOHAIbHBIE
OTpaHUYEHUs — B 7 Cllydasix.

[Ipu uccreqoBaHUU aHTPOIOMETPUUECKUX IMapamMe-
TpOB ObLI OOHApy>KEH I1aTOJOTHYECKH HHU3KUH POCT Y
BCeX ManueHToB. PocT HMXKe 5-ro mepueHTwiIs ObLT y
36 manMeHToB, B npoMexyTke 5—10-blif nepHeHTIb — y
4 OGonbHBIX, 11-25-bIif mepueHTWIb — elle y Tpex Ia-
nueHToB. UMT nmke 10-ro mepueHTmiIst ObUT 00HApY-
)KeH y omHoro OompHOTO, a MMT, cooTBeTcTBYyIOIIMit
ypoBHIO BbItiie 90-T0 MepreHTHIs — y 8 OONBHBIX, YTO
CONPOBOXK/IATIOCH NPHU3HAKAMH H30BITOYHOTO BECa M
MPUCYTCTBOBAJIO y MAIMEHTOB B Bo3pacte 3, 9, 13, 14,
16, 37 mer. OTMETHM, YTO ITO 3aKJIIOYECHHE OCHOBAHO
Ha WHTEPIpPETaINH JaHHBIX BECca U pOCTa I 3A0POBOM
MOITYJISIIIUH.

Puc. 5. [IpuMepbl JTOKXHBIX CYCTaBOB, 3aMEICHHBIX CPAIICHUH, MUTPALIMH MaTepuajla OCTEOCHHTe3a: A — MUrpaIHsi HAKOCTHOH IUTACTHHBI C
YIIOBOH CTaOMJIBHOCTBIO, peuanB aedopManu (paBoe Oeapo), BapycHas aedopmManyis, JOXKHbBIA cycras (JieBoe 6enpo); b — noxuble cy-
cTaBbl 00erX OePEHHBIX KOCTEH, ePEesIOM PUTHAHOTO HHTPAMELYJUIIPHOTO CTEPKHS (CIIpaBa), MUTPALMs HAKOCTHOMW IJIacTUHBI (clieBa); B —
nehopmaruy Mpy HaTMYHN BHYTPUKOCTHBIX MPSIMBIX cruil; I — Teneckonudeckne crepkau Fassier-Duval B teBom Genpe i 60ibIne6eprioBoit
KOCTH, HEPaCXOKICHHUE CTEPIKHEH, IUCTAIBHBIN A (pHU3H0/1e3 OeAPEeHHON KOCTH 1 IIPOKCHMAIIbHBIN — 60JIbIIe0epIIoBOil KOCTH, CTepkHH Rush
B IpaBoM Oefpe U O0bIIeOepIioBOi KOCTH, AeheKT-anacTa3 OeIpeHHO KOCTH, BalblyCHO-aHTEKypBalMOHHAs Aehopmanust Gonbliedepiio-
BOI1 KOCTH, [ — CepKILDK JIEBOM OePEeHHO KOCTH, CHTyalus 4epe3 4 rofa mocie MOAHAAKOCTHHYHOTO Pa3MEIICHNs] TOMOTPAHCILUIAHTATOB,

HECpaliCHue B CpeZ[Heﬁ TPETH Geﬂpa, Ccoxa vara
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Jannbie (Z-score) 0 MUHEpaIbHOW TUIOTHOCTH TEJ I10-
3BOHKOB mosicHHYHOro otnena (L1-L4) BapeupoBamu ot
-4,3 o -2,4.

Cpenu COMyTCTBYIOIIUX 3a00JIeBaHUi ObUIH OOHAPY-
JKEHBl XpPOHMYECKHE WH(EKIMH BEPXHUX IbIXaTeIbHBIX
myteit (7), xporndeckuit 6ponxur (1), Bererococynucras

mucToHHA (4), cHHycoBas Taxukapaus (4), apTepraibHas
runepreH3us (2), XpoHndeckuii renatut (1), XpoHmdecKuit
TacTPUT WM TacTpoxyoaeHuT (3), 3amopsl (12), Muonus
(6), cumxenne ciyxa (7), amneprudeckuid nepmarut (1),
¢udpoanenoma MosouHoit xenesbl (1), Hedponros (1),
XpoHHYECKas HHPEKIUS MOUCBBIBOIAINX My Tel (3).

JIICKYCCUS

CHIDKeHNE MUHEpATM3alUul U MEXaHMYECKOW Mpod-
HOCTH KOCTEH CKelleTa OOBSICHAET OCHOBHBIE OPTOIEIIYC-
ckue nposeienuss HO: mepenoMsl 1 nedopmannu KocTen
KOHEYHOCTeH, jaedopMaluy uepena, IJIaTHCIOHININIO
B coyeTaHMu ¢ aedopmanusiMM MO3BOHOYHMKA WM 0Oe3
HUX, YIUIOIIEHHE OCHOBaHMS Yepelra B COUYETaHHU C MpPo-
TPECCUpYIONIEH KOMIIPECCHE CTBOJOBBIX CTPYKTYp [2,
4, 5,9, 23]. B cBsi3u ¢ CHCTEMHBIM XapaKTEpOM IOpaske-
HUSI COCMHUTENFHON TKaHU, HEPEIKUMHU MPOSBICHISIMU
HO sBnsrorcs HapylieHHe AEHTHHOTEHe3a, HapylleHHe
Cllyxa, HEJIOCTaTOYHOCTD KIJIAIlaHOB cepjla, jAedopMaiun
rpyaHoi kietku [2, 4-6]. YacTele nepenoMsl, BBIPaKEH-
Hble Je(OopManui KOHEYHOCTEH, JUINTEIbHBIE HEPHOIbI
MMMOOWIIN3AIMY B COUCTAaHUM C OTPAHUYEHHUSIMH Harpys-
KM Ha KOHEYHOCTH BEJCT K JaJbHEHIIEMYy YMEHBIICHUIO
MUHEPAJIBHON IUIOTHOCTU KOCTEH, HApYLICHUIO PAa3BUTHUS
o0IIel MOTOPHMKM TAalMEeHTa, NPUOOPETEHHIO HaBBIKOB
BEpTHKAIM3aIMK U camooOcmyxuBanus [15-18]. Hame
HCCIIeIOBAaHUE TT0KA3a/I0, YTO TOJBKO 17 u3 43 manueHToB
13 HCCIIEAYyEeMON TPYIIBI UMEIH CIIOCOOHOCTh K Iepe-
JBIDKEHUIO, TTpUYeM 13 13 HUX BBIHYKICHBI OBIITH TOJIb-
30BaThCsl KOCTBUIIMH M OPTE3HBIMU H3JICTUSAMU JUIsS Bep-
TUKAJIU3aLUH U NIEePEBIKEHNS C TOCTOPOHHEH MOMOIIBIO.

Xapakrep nedopmaryii OblI THITHYHBIM UIS TSDKEIIBIX
¢bopm HO. BapycHo-aHTeKypBallMOHHEIE —ae(opMaIii
Ha Oeqpe W BaJbIyCHO-aHTEKYypPBAIMOHHBIE Ie(opMarii
TOJICHH B COYCTAHUM C BBIPAKEHHBIMU TOPCHOHHBIMH Jie-
(dopMaLsIMi CErMEHTOB HM)KHUX KOHEYHOCTEH OTMEYEHbI
y OOJNBUIMHCTBA MAIMEHTOB. [IpenMyIecTBEHHO Takue ke
nedopManiuy OTMEUCHBI B IPYTHX UCCICIOBaHUSX [4, 7, 13,
24]. Inst Hame#d rpymmnel MareHToB XapaKTepHa BBICOKast
BCTPEYAEMOCTh JIOKHBIX CYCTaBOB, 3aMEJICHHBIX Cpallle-
HHUH TIOCNIE TIEPesioMOB, (POPMHPOBAHME IATOJIOTHYECKUX
MEePESIOMOB Ha BEPIIMHAX KOCTHBIX Aedopmartuii. JlaHHbIC
W3MEHEHHs TaKXKe SBIAIOTCS OOBEKTOM XHPYpPrUuecKon
KOPPEKIMH, HO MX TPEAOTBPAIICHUIO CIHOCOOCTBYET CBO-
eBPEMEHHO Hauarasi Tepanus OucgochoHaTaMu U MPEeBEH-
THBHOE TeJeCKOoMIeckoe apmupoBanue [24-28]. B wmc-
cienyemoit rpynme o nocrymieHus B PHIL «BTO» nvenu
akagemuka ["A. MnuzapoBa gaHHOE coueTaHue JieueOHBIX
METO/IOB He OBUIO OTMEUEHO HH B OTHOM CITydae, 4To U 00b-
SICHSICT, HA Hall B3I, Pa3BUTHE TSDKEIBIX AehopManuii

KOHEYHOCTEH B COUETaHUH C MPUCYTCTBUEM JIOXKHBIX CyCTa-
BOB M 3aMe[UIeHHON KoHconupauued. Kpome toro, y psna
MAlMeHTOB NMPHMEHJINCh HEaJanTHPOBAHHBIE K MEXaHH-
YECKUM CBOMCTBaM KOCTHOW TKaHM METOJbI OCTEOCHHTE3a
PUTHAHBIMH HMIDIAHTAMH, YTO BO BCEX CITy4asiX HE IIPUBEIIO
K IUTAHUPYEMOMY pe3yibTary JieueHus (Koppekuun nedop-
Malui WM CPALICHHUIO TIEPEIOMOB), COIIPOBOXK/IAIOCH He-
CTaOMIIBHOCTBIO MMIUTAHTOB WM JaXe HX IepeioMoM. M3-
BECTHO, YTO HAKOCTHBIEC TUIACTHHBI MMPOTHBOIIOKA3AHBI MPH
neuennu nanuenTos ¢ HO [29, 30].

Takum 00pa3oM, MHOTOYpOBHEBBIH XapakTep BbI-
paXeHHBIX jaedopManii HIKHUX KOHEYHOCTEH, COIpo-
BOXKTAIOIIMICSA yXXE€ 3HAUUTENBFHONH TOTepei (yHKImo-
HaJIbHBIX BO3MO)KHOCTEH M aBTOHOMHOCTH TAIMEHTOB U
TpeOyIOUMi JTOCTaTOYHO HEOTIOKHON XUPYpPrUYecKoit
KOPPEKLMH B TpyINIe HAIMIUX MallMeHTOB, coYeTancs C
PEIKOH BCTPEYaeMOCThIO TPEBEHTUBHBIX JIYEOHBIX MEPO-
npustiit (bucochonar-Tepanus) U paHee HEaJCKBaTHO
MIPOBEAECHHBIM OPTONEANIECKUM XUPYPTUUECKUM JICICHH-
€M, 4TO, KOHEYHO, BHOCHT JIOTIOJHUTEIBHBIE CIIOKHOCTH 1
ANIEMEHTHI B IUTAHUPYEMOE OTIEPaTUBHOE JICUCHHE.

Comarnueckue MpoOiaeMbl y MalMeHTOB, OTMEYEH-
HBIE B HaIlIEM HCCIJICIOBAHNH, OBIIIM HEPEIKUMH, BKIIOUAst
cnemmduaeckue st HO [2, 18, 23, 31]: Muomus, cHIDKe-
HHE ciyXa, 3anopbl. COMyTCTBYIOIIAs TATOJIOTHS BO BCEX
Cily4yasix HOCHJIa KOMIIEHCHPOBAHHBIM XapakTep, OJHAKO
JIOJDKHA ObLTa OBITH yUTEHA M TPeboBaia HabIIOCHNS CTIe-
LAJIMCTA B TIPOLIECCE JIUSHHUs] peOeHKa.

Huskwii poct, Hu3Kas Macca tena (-2 Z-score u HUXe
IO JAHHBIM JJIs1 ONPEAEICHHBIX BO3PACTOB 30POBBIX J€-
Tei) THIMYHBI TS MAIMEHTOB ¢ TsoKenbiMu popmamu HO
[32-35]. YuuTsBas CHCTEMHBIN TC€HETHUECKUN XapaxTep
3a00J71eBaHNs HEBO3MOXHO TPUMEHATh CTaHIApTHHIC aH-
TpoImoMeTpudeckre KpuBble s maunueHtoB ¢ HO. Us-
BECTHO, 4TO IOBBIIIEHHBIe 3HaueHUus MMT no3utusHO
KOPPEIHUPYIOT C YaCTOTOU MEPETOMOB U CHIKEHHEM MUHE-
panbHO ToTHOCTH [36]. Bricokmii ypoens UMT sBis-
eTCsl HeOMaronpusATHBIM (PaKTOPOM /TS COXpaHEeHUs (PyHK-
IIHOHABHBIX BO3MOKHOCTEH marentamu ¢ HO, oTpakaet
CHIDKEHHUE MX JIBUTaTeJIbHOW aKTHBHOCTH U JIOJKEH OBITh
otkoppektupoBat [37, 38]. B nameit rpynne UMT Bbie
90-ro neprenTuis oTMedeH y 8 maruenTos (18,6 %).

3AKJIIOYUEHUE

Jedbopmaliui HIKHUX KOHCYHOCTEH y MAIUCHTOB C
HO Tsoxenbix (OpM HOCST KOMIUIEKCHBIH MHOTOYPOB-
HEBBII XapakTep, YTO TOJpasyMeBaeT HEOOXOIUMOCTb
MHOTOYPOBHEBOI'O OPTONEIMUYECKOr0 BMELIATENIbCTBA IS
HX KOppEeKIHHU. BbICOKas 9acToTa MeperoMoB, KOMILIEKC-
HBI XapakTep THKETBIX AeGopMariii KocTed ckermera
00yCIIOBJIMBAIOT IIOTEPI0 HaBbIKA K CaMOCTOSTEILHOMY
NEPEIBUIKEHUIO WIN JAK€ M3HAYaJIbHOE OTCYTCTBUE €r0

pa3BUTHA. Hea}leKBaTHI)Ie OIICPaTBHBIC BMCIIATCJILCTBA,
HECBOCBPCMCHHO  BBIINIOJIHCHHBIC, HETEJIESCKONYECKUN
XapakTep OCTEOCHHTE3a, OTCYTCTBHE Tepanuu ouchocdo-
HaTaMH CIIOCOOCTBYIOT ()OPMHUPOBAHUIO TOTIOIHUTETBEHBIX
OpPTONETUYECKHUX MPOOIeM H yCyTYOIeHHIO Tpoliecca Imo-
TepH aBTOHOMHOCTH y HAIL[EHTOB JaHHON KaTerOPHH, YTO
MOXKET 3aTPYJHHUTH MOCICAYOIIee CIeHH(HICCKOE OPTO-
HEANYECKOE XHUPYPTrHIECKOe JICUCHHE.
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