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ABYCTOPOHHAS BAPYCHAA AEOOPMALINA

IHEEK BEAPEHHbIX KOCTEW U BOABLUEBEPLIOBbIX KOCTEMN,
ACCOLIMNPOBAHHAS C KPAMHE HU3KUM POCTOM

Y AEBOYKAN C PASANYHbBIMUA NMOPAXEHUAMU

KOCTEN U MPEUMYILECTBEHHbIM BOBAEYEHUEM
HUXHUX KOHEYHOCTEA

© A. Anv-Kauccu®?, ®. Ipunv?, P. Ianzep?, 3.I. Kupxep’

1I/IHCTI/ITyT Ocreonorun umenn Jlrogsura bonpuimana, bonpHuIa ckopoit momomy MaiiginHr,
ITepBas MemMIMHCKasA KIMHUKA OONbHUIBI XaHHYII, BeHa, ABcTpus;

2OpTone;mqec1<a;1 xnauHuka [lnansuHr, neguarpudeckoe oTfeneHne, Bena, Asctpus;

> MeqUUMHCKIIT YHUBEPCUTET, OT/le/IeHNe MEIUIIMHCKON reHeTuKu, Bena, ABcTpust

Cratbs NOCTYNMAQ B peaakumio: 24.05.2018 Cratbs npuHgta Kk nedaru: 03.09.2018

Bapycuas pedopmarius 6omburebeprioBoit koctu (tibia vara) y mereil B GONBIIMHCTBE CTy4aeB ObIBaeT OJHOCTOPOH-
HsSA U BO3HMKAeT, KaK IIPaBIJIO, HEMHOTO [UICTalbHee KOJNEHHOro cycTaBa. Ha peHTreHorpammax IaIueHToB ¢ ¢pu-
OpO3HO-XpAIEBOIT AMCIIasyell BUIHA XapaKTepHas peskas jgedopmannsa Ha MeradusapHO-AMadyU3apHOM YPOBHE
607b1Ie6€EPIIOBOIT KOCTH. B KOpTHMKampHOM croe B obmactu gedopManuy 1 BOKPYr Hee HAOMIOAETCS KOPTUKAIb-
HBIII CK/Iep0o3. YJaCTKM IIPOCBET/IEHNMsI Ha PEHTTeHOTpaMMe MPOSIB/ISIOTCS IPOKCVMajIbHee 06/1acTy KOPTUKAIbHOTO
CKJIepo3a. DTMOMOTNS TaKuUX fieeKTOB U MX MATOreHe3 OCTAITCS Ha CErOHAIIHWIL eHb MaoV3ydeHHbIMI. MHOrme
(baxTopbl, CBsI3aHHBIE C Pa3BUTIEM [AHHOI MATOJIOTMM, JAIOT OCHOBaHUE IO/IAraTh, YTO COCTOSIHME 9TO, 1O KpailHell
Mepe YaCTUYHO, SBJISIETCS Pe3yIbTaTOM MeXaHIMYIeCKOl IeperpysKu MeAMalpoKCMMaTbHOIO YYacTKa 60MbIine6epIioBoi
KOCTIL.

O6cnenoBanne pebeHKa C IOO3pPeHMEM Ha BapycHyo aedopmanuio 60mblie6epioBoii KOCTY ClefyeT HadMHATh
C TIjaTeNbHOTO cOOpa aHaMHe3a, BKIIOYAIIIEro B cebs MONHYH0 MHGOPMALNIO O POKAEHMN ¥ PasBUTHUN PeOeHKa,
B TOM YIC/Ie BO3PAcTa, KOIfA OH Havaa XORuUTb. Kpome Toro, Hy)XHO 0o6paTuTh BHUMaHME Ha /II00ble 3a60meBaHNs
HOYeK, SHIOKPMHOMATIIO WM paHee BBLABICHHYIO CKeIeTHYIO AUCIUIasnio. DUsUdIecKmit 0CMOTP [JO/DKEH BK/IIOYATh
B Ce0s1 OLIEHKY CHMMETPMYHOCTY HIDKHUX KOHEYHOCTeNl, MOABIDKHOCTI Ta300epeHHbIX U KOJEHHBIX CYCTaBOB, Cla-
60CTHU CBA30K U TOpCKMU OOMbIIeOepIIOBBIX KOCTEIL.

B maHHOI cTaThe OMMCHIBAETCS KIMHWIECKMIT CTydali KOMOVHIPOBAaHHON OPTOIERIYECKOil aHOMany ({BYCTOPOHHSIS
BapycHas gedopmarys mweiiky 6efgpeHnoit koctu (coxa vara) u 6onpiebeprioBoit Koctu (tibia vara)) u cBsi3aHHOTO C Hell
KpaliHe HM3KOTrO POCTa y 17-/1eTHel! MareHTKN. PEHTreHOMOrnuecKoe MCCIefOBaHNe TOKA3a/I0 Ha/IM4ye JBYCTOPOHHETO
CYMMETPUYHOTO IIOPKEHMsI KOCTel HIDKHUX KOHEYHOCTEI ¢ 001mpHOIt Gp16pPO3HO-XPAIIEBOI SUCIIIA3IEN, OCTEOIOPO-
30M M OCTeONMUTUYeCKUMM odaraMi. COBOKYITHOCTD BBIAB/IECHHBIX OCTEONUTUYECKIX IIOPaXKEeHMIt, PrOPO3HO-XPSAIIEBBIX
M3MEeHEeHUIT ¥ KOCTHBIX pUOPOM He COOTBETCTBOBA/IA paHee ONMCaHHBIM IPU3HaKaM GpuOposHo-xpAlleBoit gucrasun. Ha
HaIll B3I/LA7], GO O3HO-XPsilieBble M3MeHeH s TPECTAB/ISIIOT COB0I XapaKTEPHYI0 0COOEHHOCTH HOBOTO TUIIA CKETETHOI
AVCIUIasUNL.

KinroueBbie croBa: BapycHas gedopmanys 1eiiky 6enpeHHoit Koctu (coxa vara); BapycHas fedopmanys 6onbuiedep-
noBoit koctu (tibia vara); ¢pubposHoO-XpslLleBas AMCIUIasus; GuOpo3Has OMUCIIAsys; OCTEONOPO3; OCTEONUTUIECKIE
M3MEeHEeHNs]; PeHTreHorpadus.
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BILATERAL COXA VARA AND TIBIA VARA ASSOCIATED
WITH SEVERE SHORT STATURE IN A GIRL MANIFESTING
A CONSTELLATION OF BONE LESIONS WITH EXCLUSIVE
INVOLVEMENT OF THE LOWER LIMBS
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In most instances, a toddler is seen with unilateral varus of the tibia, usually the deformity appearing slightly more
distal than the knee joint. Radiographs of the focal fibrocartilaginous dysplasia show a characteristic abrupt varus at
the metaphyseal — diaphyseal junction of the tibia. Cortical sclerosis is in and around the area of the abrupt varus
on the medial cortex. A radiolucency may appear just proximal to the area of cortical sclerosis. The aetiology of
such defects and the pathogenesis of the deformity are mostly unknown. Many of the associated factors suggest that
the condition at least partly results from a mechanical overload of the medioproximal tibial physis. The evaluation
of a child with suspected pathologic tibia vara begins with a thorough history. A complete birth and developmental
history should include the age at which the child begun walking. The medical history should identify any renal disease,
endocrinopathies, or known skeletal dysplasia. The physical examination also should include the child’s overall lower
extremity alignment and symmetry, hip and knee motion, ligamentous hyperlaxity, and tibial torsion. We describe
on a 17 year-old-girl who manifests severe short stature associated with multiple orthopaedic abnormalities, namely,
bilateral coxa vara and tibia vara. Radiographic documentation showed bilateral and symmetrical involvement of the
lower limbs with the extensive form of fibrocartilaginous dysplasia, osteoporosis, and osteolytic lesions. The constellation
of the malformation complex of osteolytic lesions, fibrocartilaginous changes and the polycystic like fibromas are not
consistent to any previously published reports of fibrocartilaginous dysplasia. To the best of our knowledge, it seems
that fibrocartilaginous changes are part of a novel type of skeletal dysplasia.

Keywords: coxa vara; tibia vara; fibrocartilaginous dysplasia; fibrous dysplasia; osteoporis; osteolytic changes;

radiographs.

BBeaeHune

Ha6miogaemble y manyeHTKy KOCTHbIE M3MEHEHWS
B HEKOTOPOI CTemeHM OBbIIM CXOOHBI C TaKOBBIMU
npu monmoccanpHoit ¢ubposHoit gucmnasuu (OH),
TeM He MeHee IOJIHOCTBIO He Y[JOB/IETBOPASA Aua-
THOCTUYECKMM KPUTEPUSM [JAHHOTO 3a00/eBaHMs.
®ubposuno-xpsmenas gucinasus (OPX]) o6sr4HO
HOpa)kaeT HIDKHME KOHEYHOCTH, NPeVMYIeCTBEHHO
IPOKCUMA/IbHYI0 4acThb OepeHHOIl KOCTY, IPUBOAS
K fedopManuy KOHEYHOCTU M MHBanmuausanum [1].
B cnygae OX]I xpsmeBas TKaHb MOXeT (OPMUPO-
BaTbCS TOJBKO B OJHOM WIM HECKOJNBKMX Y4acTKax
nopakeHHOI KocTu. TepmmH «pubpo3HO-XpsilieBas
AMCIUIa3Nsi» MCIONMb30BAMNU M1 0003HAYEHUS W3-
ObITKa XpsAIIeBOil TKaHU [1-4], KOTOpbIT 00yCIOB-
nMBaeT oOUIMPHYIO fedOopMaII0 KOCTell, IPUBOSI-
VIO K CEpbe3HBIM TepaleBTUYeCKUM IpobiemMam.
Ha pentrenorpamme ®©X]I BHIIMAAUT KaK NMOpa’keHUe
C YeTKVMMU WIM HEYeTKVMH TpaHUI[AMU, KaK MpaBu-
710, COfiepyKalljee O4aru KOJbleoOpasHoil KambLydu-

Kaiuy. B HEKOTOPBIX C/Ty4asx KanbIypUKauys CTONb
OOIIVpHA, YTO MOXKET HAIIOMMHATb 3HXOHJPOMY WM
XoHppocapkoMy. Iucronormaeckn OX]J| oTnmdaercs
ot 06bruHOIT O HamMYMeM XpsILIEBOrO KOMIIOHEHTA,
B TO BpeMs KakK JOOpOKauyeCTBEHHAsl CTPOMa, Mpef-
CTaBJIeHHasi BepeTeHOOOPa3HBIMU KJIETKaMy, a TaKXKe
HempaBU/IbHOM (OPMBI TpabeKyIbl MeTallacTuye-
CKOJI KOCTHOJI TKaHU OOHAapyXMBAIOTCS B 000MX CIIy-
yasax. Jlo cux nop HeT eAMHON TOYKM 3peHMs Ha IPO-
ucxoxpaenue xpama npu OXJI. OgHu uccnemoparenu
MO/IATAIOT, YTO OH IPOMCXOANT OT KIEeTOK ammusap-
HOJ IUTACTMHBI, KOTOpBIE JeNATCA M pacTyT [5-7].
Ilpyrue c4mMTaloT, YTO OH OOpasyercss B pe3y/nbTa-
Te CTPOMAaJbHOI MeTalasany nubO B pesynbraTe
3TUX ABYX IponeccoB. OfHaKO KpallHASg PefKoCTb
OX]] B KOCTAX CBOJjla 4yepemna U TelaX MO3BOHKOB,
rge snudusapHas IVIACTUHKA OTCYTCTBYET, MOXET
OIIpOBEPTraTh, IO KpallHEell Mepe B HEKOTOPBIX CIy-
YaAx, MOCNEeSHIOI TUIIOTe3y NPOMCXOXIEHUA XpA-
ma. TeM He MeHee HanM4Me y HEKOTOPBIX MalIeHTOB
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anndu3apHOI IITACTUHKY C HEPOBHBIMU TPaHULAMI,
a TaK)Ke [UIMHHBIX CTOMOVMKOB XPsIla, HAllPaBIeHHBIX
K TpuiexanieMy Metadusy, HAIPOTUB, HOLAEPKI-
BaeT faHHYI0 rumnoresy [8]. CregyeT OTMETUTD, 4TO
HU OJHA U3 BBILIEONMMCAHHBIX CTPYKTYp He Oblla
XapaKTepHa JyIs Halleil MalMeHTKNU. Y Hee HabIio-
[aJICsl TeHEPATM30BAHHBIN OCTEOMOPO3, CBI3aHHBIIN
C MHOTOYMC/IEHHBIMM OCTEOIUTUIECKMMY V3MEHEHU -
AMU U y49acTKaMy (PprOpO3HO-XPAIIEBON [UCIIA3UIL.

OnuncaHne KAMHU4ECKOro CAy4an

B nHame otaeneHne Ha obcnemoBaHMe OblTa Ha-
npaBreHa 17-meTHss manueHTtka. Popmmack ot fo-
HOIIIEHHOV GepeMeHHOCTH, IpOTeKaBlleir 6e3 0co-
6eHHOCTell. VIMena cpefHMe IOKasaTenu pocTa Ipu
poxpenun. JleBouka poxpmnach or 6paka 35-meTHeir
Mmarepu (mepBasi 6epeMeHHOCTb, IPepPBaHHbBIX Oepe-
MEHHOCTEI [0 3TOro He 6b110) U 43-JIeTHETO OTLIA, He
ABJIABLIETOCA POJCTBEHHNMKOM MaTepu. B aHamHese
He OBIIO cepbe3HBIX 3a00/IeBaHMIT, KpOMe ABYX Ilepe-
7OMOB GelpeHHOI KOCTM B Bo3pacTe 6 net. Ilocre
3TOro IepenoMoB 3aduKcupoBaHO He OblIo0. Jlanb-
Helflllee pasBUTUE HPOTEKano 6e3 0CoOOeHHOCTEIl.
C MOMeHTa II0TI0BOTO CO3PEBaHMs JIeBOYKa OT/INYa-
JIacb O4YeHb HM3KVMM POCTOM, 4TO OBUIO CBS3aHO C Ba-
pycHoi nedopmanest 60/1blIe6epoBOi KOCTH.

Knuanyeckuit ocMOTp NaIMEeHTKM IIOKasal 3Ha-
YUTEeNbHOE OTKIOHeHMe B pocte (-3SD) mpu HOp-
MaJIbHOM BecCe ¥ OKPY)XHOCTU To/noBbl. JucMopdu-
YeCKMX 4epT jMija He oTMedeHo. IIpu obcnenoBanum
OIIOPHO-/IBUTATENbHOM CHCTEMBI OB OOHAPYKEHBI
c71ab0CTh CBA30K BEPXHUX KOHEYHOCTEN M OTpPaHM-
YeHNe ITIOfIBVDKHOCTM CYCTaBOB B HIJDKHUX KOHEY-
HocTAX. TymoBuine M BepXHMe KOHEYHOCTU pas-
BUTBI HOPMaJIbHO, AedopManny MO3BOHOYHMKA He
Habmoganoch. Kuctu u cTomsl B mpefesiax HOPMBI.
ITo pesynbpraTaM 0OCIEZOBaHNA HIDKHUX KOHEUHO-
CTell YCTAaHOBJIEHO HajJIM4lie YKOPOYeHMsI KOCTell Tro-
JIeHY ¥ HOPMAaJbHO Pa3BUTBHIX OeIPEHHBIX KOCTeIl.
OTnuunTeNIbHON YepTOil OBUIO HaMM4ye MbIIIEYHO
puctpodun. B paHHeM feTcTBe HEeBOYKY 0OCIeoBa-
MM Ha TpefMeT MMONATUU. YPOBHU KPeaTMHKIHA3BI
U JIaKTaTa B KPOBY OBIIM HOPMaIbHBIMU. DJIEKTPO-
Muorpadus mokasaza MIUHUMAJIbHbIE OTKJIOHEHMsS OT
HOPMBI, @ paHee NPOBeJeHHAass MarHUTHO-PE30HAHC-
Hast Tomorpadust (MPT) mbrin — Hecrenudnyeckue
U3MEHEHNsA, He MMeIollye JUAarHOCTUYeCKOro 3Hade-
HusA. VccnegoBaHye MBINIEYHBIX OMONTATOB U (ep-
MEHTOB JIbIXaTe/bHOJ I[NV YKa3bIBalO0 Ha OTCYT-
cTBMe maronoruu. Takme pesynbTaThl MCCIETOBAHMIT
He COOTBETCTBOBA/IM HAOIOMAIOLEIICS KIMHIYECKON
KapTMHE MMOINATUM, YTO 3HAUUTETbHO 3aTPYRHUIIO
IOCTAHOBKY AMarHosa. Y IALMEeHTKU ObUIM OIpefie-
JIeHbI YPOBHY TOPMOHOB, BK/IIOYasi TOPMOHBI LINTO-

=i

Puc. 1. PenrreHorpamma Tasa B IIPSIMOIL IIPOEKLMI: JBY-
CTOpPOHHSIAI BapycCHas fedopmannus ieek GeIpeHHBIX KO-
CTell, CBA3aHHAasA C OOIIMPHBIM IUTUYECKMM MOPaKeHUEM
¢ oferx CTOPOH, 3aTPArMBaOIMM IIPOKCYMAIBHBIN OTHE
GempeHHOI KOCTY U GOJBIION BepTen OefpeHHO KOCTH,
4TO IPUBENO K 3HAUUTeNbHOI Aedopmanun. HabmropaoT-
CS1 YYaCTKM KOJIBLIEBVIHON Kanplumukanym. [ymonnasms
anudn30B 6efpeHHBIX KOCTeil U eheKTHI B IIeiikax 6egpeH-
HbIX KocTell. Illeiiku GeIpeHHBIX KOCTell YKOPOYEHBI, Bep-
Te/IbHASI AMCTAHIVS CHVDKEHA Ha 7 MM CJIeBa M 5 MM CIipaBa

Puc. 2. PeHTreHorpaMMbl KOJIEHHBIX CYCTaBOB B OOKOBOII

IIPOEKIMM: MHOTOYMCIEHHbIe O4Yary KaabIuQukanuy, Je-

penymouecs ¢ y4acTKaMy OCTE€OMMTUYECKUX HOpaKeHUM

B Oef[peHHBIX ¥ 6epLOBBIX KOCTAX. MHOXeCTBEHHbIE MO-

paXeHusA C KOCTHBIMU OCTPOBKaMM ¥ JVMHENHBbIE CK/Iepo-

TUYeCKMe M3MEHEHMsI, IIPOCTUPAIOIECS OT 3MUPN30B [0
Tea KOCTHU

Puc. 3. PeHTreHOrpaMMBI KOJIEHHBIX CYCTaBOB B IIPAMOI

[POEKINN: COYETaHNMEe OCTEOIOPO3a, OCTEOMUTUIECKUX

O4YaroB B KOPTUKA/TbHOM Cloe U (puOpPO3HO-XPsIIeBBIX
M3MEHEHUI
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Puc. 4. PentreHorpamma depena B OOKOBOI IPOEKLIMN:

OCTEONUTUYECKIE OYaru BOJIb JIOOHOM UM BUCOYHOI KO-

CTeif, a TakXXe 00/MaCTh OCTEONUTUYECKUX VM3MEHEHMIT,
OXBaThIBAOIIAsA OOMBIIYIO YAaCTh TaMOIOBUHOTO IIBa

Puc. 5. PenTreHorpaMma rpyiHOM K/I€TKM B IIPAMOJ IIPOEK-
LMJ: MHOXKE€CTBEHHDbIE TOPA)KEHMA C KOCTHBIMM OCTPOBKA-
MM U JIMHEeHble CKIepOTIYecKye U3MeHeHUA BJOIb pebep

Puc. 6. PentreHorpaMma IO3BOHOYHIKA B GOKOBOI IIPO-
eKLUM [[EMOHCTPUPYET HOPMaNbHYI (OPMY U pasMepsbl
MIO3BOHKOB 6€3 C/IefIOB OCTEOT€HHBIX MOPaXKeHMI

BUJHOI JKe/le3bl, aJpeHOKOPTUKOTPOIHbI TOPMOH
Y TOPMOH POCTa; BCe IOKasaTenu ObUIM B Ipefenax
HOPMBI.

[Ipn peHTreHONOIMYeCKOM WCCIefOBaHUM Ta3a
B IIPsAAMOII IPOEKIVY BbISIBJI€HA [IBYyCTOPOHHAA Ba-
pycHas gedopmanus nieek GeIpeHHBIX KOCTell, CBs-
3aHHasA C OOIIMPHBIM JIUTUYECKUM IOPAKEHUEM
¢ 006erx CTOpPOH, 3aTParuBaIOLIVM IIPOKCUMAaIbHBIN
ot/ienn 6efpeHHOI KOCTY U OOJbLION BepTen OefpeH-
HOV KOCTH, YTO IPUBENO K 3HAYNUTENbHOI Hedopma-
nuy. Taxoke HaOMIOZAMNCh YYaCTKM KOJbIIEBMHON
kanpiudukauunu. Kpome Toro, ciegyer OTMETUTD
Hanu4uye TUnoIasum 3nupus3oB OGefpeHHON KO-
¢ty u fiepexTsl B 1eiike 6empenHont koctu. Ileitkn
OepeHHBIX KOCTell YKOPOYEeHBI, BepTe/IbHAs [JUCTaH-
LU CHIDKEHa Ha 7 MM cJieBa U 5 MM cripaBa (puc. 1).

PeHTreHorpamMMa HYDKHelT 4acTu Oefipa ¥ BepXHeit
YacTU TOJIeHM B OOKOBOJ IPOEKLVIM AeMOHCTPUPYET
MHOTOYMC/IEHHbIE OYary KajabIVM(UKaIM, Yepeyro-
Hyecss C y4acTKaMy OCTEOMUTUYECKNX TTOPaXKEeHNI.
ObparaloT Ha ce6s1 BHUMaHMe MHOXXECTBEHHbIE I10-
paXeHMsI ¢ KOCTHBIMM OCTPOBKaMU M JIMHENHBbIE
CK/IEPOTHYECKNE M3MEHEHNs, IPOCTUPAIOLINECS] OT
amndu30B o Tenma Koctu (puc. 2).

Ha peHTreHorpaMMax KOJIEHHBIX CYCTaBOB M HIDK-
Heil yacTy Oefpa B IPSAMOI IPOEKIUY BUJHO COYe-
TaHle OCTEOI0pP03a, OCTEONNTUYECKIX 04aroB B KOP-
TUKATIBHOM C/10e U (p1rOPO3HO-XPSIIEBBIX M3MEHEHMIT
(puc. 3).

Ha penTreHorpamme depema B 6OKOBOII IpoO-
eKIIY BU3YAIUBUPYIOTCS OCTEONUTUUYECKME O4Yaryu
BJIOJIb JIOOHOI U BUCOYHOI KOCTEN, a TaKXXe 00/1acTb
OCTEONUTUYECKX M3MEHEHNI, OXBaThIBAIOIIasA 0O0/Ib-
IIYI0 YacTh TaMOJOBMAHOTO 1Ba (puc. 4).

Ha peHTreHorpaMme rpymgHOi K/I€TKM B Hps-
MOJ1 TIPOEKIMY BUJHBI MHOXX€CTBEHHbIE MOPaXKEeHsS
C KOCTHBIMU OCTPOBKaMM M JIMHEJHbIE CKIEpOTIYe-
CKue M3MeHeHus BAoib pebep (puc. 5). PeHnrtreno-
rpaMMa IT03BOHOYHVKA B HOKOBOII IPOEKINMN JeMOH-
CTpMpYeT HOPMa/IbHYI0 GOPMY U pa3Mephl TO3BOHKOB
6e3 CIefloB OCTEOTeHHBIX HMOpaXKeHMit (puc. 6).

HekxoTopsle "3 KOCTHBIX NOpaXeHMil ObIIN
MCCTIEIOBAHBl C IIOMOIIBI0 OCTEOCHUMHTUTpadun
¢ mpemapaTtoM 1c-99m MDP, koropasa mokasana He-
crenuduyecKkoe IMOBBILIEHNE HAKOIUIEHUA pajyo-
¢dapmnpenapara. OcreocunHTUIpadus U PEHTTEHO-
rpa¢us B JAHHOM CTydae ObUIM HeOOXOMMMBI, YTOOBI
OIIpefie/INTh BOBJIEYEHNE PAa3IMYHBIX KOCTEl B IIaTO-
JIOTMYECKUI ITpo1ecc.

OO0cyxaenune

DubposHO-XpsAlLIeBas AUCIIA3UA ABIAETCA Ba-
puaHToM ¢UOPO3HOI UCIIA3UM M XapaKTepusyerT-
csl paspacTaHueM XpsIIeBOil TKaHM ¢ oOpa3oBaHMeM
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y4acTKOB, HAallOMMHAIOIUX 9HXOHApoMy. Komnue-
CTBO Xpsllla BapbypyeT y pasHbIX MalyeHToB. Yaie
BCEr0 TaKye M3MEHEHMs HaOMIofaloTCs Py IOMNOC-
canbHOI Prbpo3HOI Aucinasun. XOpouo U3BECTHO,
gyro npu DJ] Taxke MoKeT HabmoAaTbca 0b6pas3oBa-
Hle XPSIIeBO TKaHU, KOIMYECTBO KOTOPOIl MOXeT
ObITh pasHbIM. Lichtenstein u Jaffe B cBoeit cTarbe,
nocesauienHo O], BbICKasanu IpefnonoXeHue, 4To
¢dbopMmupoBaHue XpsAlla B ZaHHOM CIydae SIBJISETCS
HEOTBHEM/IEMOII 4aCThI0 AVCIUIACTMYECKOTO IIPOLIec-
ca [6, 9, 10]. Kyriakos et al. [11] onucanu 54 cmy-
gasg O]I, korma obHapyxuBanach auddepeHpoB-
Ka XpsALIeBOJl TKaHMU. VIHOTZa KONMMYECTBO Xpslia
CTaHOBUTCS M3OBITOYHBIM, a TaKye Clyday Ioma-
[aloT B Kareropuio ¢pubpoxoHppoauciiasum (rep-
MUH, BBeeHHbII Pelzmann et al. B 1980 r.), a wame
B Kareropuio ¢pubOpo3HO-XpslieBoil aAnciasum [12].
Pentrenonoruyeckne npusHaku OX]| HanmoMmuHAOT
TakoBble pu 06bruHON OJI, ogHAKO B OGONMBIIMHCTBE
C/Iy4aeB OHY [IOTIOJTHEHBI O4YaraMim KaabIuduKanmun
(konmpueobpa3HoOl, B BUE TOYEK, XIOMbEBUIHOI),
KOTOpble MOTYT OBITb CTO/Ib OOIIMPHBI, YTO HAIO-
MIHAIOT IIepBUYHBbIE XpsleBble mopaxenus. Pop-
MHUpOBaHME CTONOMKOB HeKanMbIUUIVPOBAHHOTO
XpAwa npu nonumocrorudeckonn @I moxer cospa-
BaTb PEHTI'€HOJIOTMYECKNUI TTAaTTepH, KaK 1PV SHXOH-
npomatose (6omesnp Omabe). Kpome Toro, n3osIToK
Xpsillja B HEKOTOPBIX CIy4asX IMPUBOAUI K OMINOOU-
HOMY AMarHo3y XOH[POCapKOMBI y manyeHToB ¢ O]I.
OX]l He MMeeT HMKAKOTO OTHOIIEHMUSA K aHOMAaJINI,
Ha3bIBaeMoil (poKanbHOI (PUOPO3HO-XPAIIEBOI UC-
IUIa3Mel, KOTOpas BBI3BIBAET IIOPA’KEHME [YCHHOM
nmanku (pes anserinus) ¥ pasBUTHE BapycHOI fedop-
Mauuu 607buIe6epLoBOil KOCTY y Ma/leHbKMX AeTeil
[9, 10].

Iucronormyecku ®X]J| oTnmyaercss oT 0OBIYHOM
@] HanmMumMeM XpALMEBOIO KOMIIOHEHTa, B TO Bpe-
M KaK JoOpoKadecTBEHHas CTPOMaA, HMpefCTaBIICH-
Hasi BePeTEHOOOpPasHBIMM KJIETKaMU, a TaKKe He-
HpaBUIbHO (GOPMBI TpabeKy/Ibl MeTalIacTIYeCcKO
KOCTHOJ TKaHVM OOHapyXXMBAIOTCA B 00OMX CIydasx.
OCTpOBKM XPsIeBOil TKaHM BBIIVIAAAT KaK XOPOIIO
OuepyeHHBIE KPYI/ble Y3€TKM, OKPY>KeHHBbIE CJI0-
eM IepeloHYaTol peTUKyI0PpuOpO3HON MIu IIa-
CTMHYATON KOCTU, cpopMMpOBaABILEIICA MyTeM 9H-
XOHJPA/JIbHOTO OKOCTeHeHMs. B HEKOTOpBIX CIydasx
KPYIIHble OCTPOBKMU XPAIIEBOJl TKaHU MOTYT MMEThb
HOBBIIIEHHYI0 KJIETOYHOCTb, ABYSANEpPHBbIE KIETKNU
U SAJEepHYI0 aTUINIO, YTO MOXKXET CTaTh HPUYNHOI
ommnbOYHOTO AMarHo3a XOHApocapkoMbl. Kpome
TOTO, HaJM4Me MACCHUBHOTO XPSIIeBOTO KOMIIOHEH-
Ta JienaeT 3abojeBaHMe MOXOXUM Ha XOHAPOUIHYIO
omyxonb [13].

KiouoM K MarHOCTMKe SBJISAETCS BBISABJICHUE
K/Taccu4eckux obmacreit, xapakrepHbix s ®JI. 3mo-

KadyecTBeHHas TpaHcopmauysa npu OX]| BcTpeva-
erca pepgko. Ozaki et al. [14] ommcanm crmyvait ge-
¢ depeHIIPOBAHHON XOHPOCAPKOMBI y TMAIVIeHTa
¢ cunppomoM Onbpaiita 1, BepOATHO, UMEBIIEl Me-
cro panee OX]I.

Wpuonatuyecknuit ocreonus (uam 60n€3Hb VC-
Ye3alolNX KOCTell) — 3TO O4eHb PefKOe IaTONOIM-
JecKoe COCTOsAHME, XapaKTepusymolleecss CIOHTaH-
HOII ¥ OBICTPONI HeCTPyKIMeil 1 pe3opOiuell TKaHN
OJIHOVI VIV HECKOJIbKMX KOCTeil. DTO 00yC/IOBIMBaeT
¢dbopMMpoBaHMe TKeNbIX Ae(eKTOB C MOfBBIBUXAMMU
U HecTabuIbHOCTBIO cycTaBoB. Hardegger et al. [15]
paspaboranu kmaccuduxaiyo 3Toro 3aboneBaHu,
KOTOpas Ha CETONHAIIHWII [eHb ABJAETCA OOIIeNpu-
HATOV M BKJIIOYAeT IATh TUIIOB: 1) Hac/leCTBEHHBIIN
MY/IbTULIEHTPUYECKNII OCTEO/N3 C Hac/lefoBaHUEM
II0 ayTOCOMHO-JJIOMUHAHTHOMY TUIYy; 2) Hac/ef-
CTBEHHBII MYIbTULIEHTPUYECKMUIT OCTEONNU3 C Ha-
C/lefoBaHMEeM IO ayTOCOMHO-PelLeCCMBHOMY THILY;
3) HeHaCleACTBEHHBII MYIbTULIEHTPUYECKUI OCTEO-
mm3 ¢ Hepponarueit; 4) curgpom lopama — CrayTa;
5) cunppom Topra — BuHuecTepa — MOHOIIEHTpHYe-
cKoe 3aboseBaHye, HaclAeAyeMoe 110 ayTOCOMHO-pe-
neccusHoMy tumy. CuapgpoMm [opama mpepcTaBisieT
co6oit Hambomee pacIpoCTpaHeHHYI GOpMYy UAUO-
IATMYECKOr0 OCTeon3a. 3abo/eBaHne MOXeT Hopa-
XaTbh JI00bIe YaCTM CKeJleTa; ObIIM OIMCAHBI €r0 CIIy-
Yyay B IIJIEYEeBBIX, TA30BBIX KOCTAX, MTPOKCHMMAIbHOI
qacTy Oef[peHHOI KOCTH, Yepelle ¥ MO3BOHOYHMKE.
YacTo mopa)keHHBIMM OKa3bIBAIOTCA HECKOJIbKO pac-
HIOJIOKEHHBIX PAJOM KocTell (pebpa 1 IO3BOHOYHMUK
WIN Ta3, MPOKCUMaNbHAasA 4acTb OeApeHHON KOCTHU
n Kpecren). Cpegyu CMMITOMOB 4Yallle BCETO OTMeda-
10T CMaboCTh ¥ 60/Ib B KOHEYHOCTSAX B 3aBUCUMOCTH
OT y4YacTKa MOpa)KeHMA. MaccUBHBIN OCTEONNU3 B pe-
3y/lbTaTe COCYAUCTON Hpomidepanuy WM aHTMoMa-
TO32a B IIOPAKEHHBIX KOCTAX M OKPY>KAIOIINX MATKUX
TKAaHAX SBIAETCA OTIMYMTETbHON 4YepTOil CMHIPO-
Ma [opama. Eme ogHO KIMHMYECKOe NPOSIBIeHUE —
HOopa)keHNe II0YeK, XapaKTepU3yIolleecs TSXKeIbIM
Te4eHNMeM I dYallle BO3HMKAIoIlee IIPM OCTeOou3e
3-ro tuma no Hardegger [16].

3akAueHue

ITpn ®]] mMoryt oOHapy>XMBaThCsl OYaru Xxpsiie-
BOJ TKaHM, KONMYECTBO KOTOPOJM BapbUpyeT; OdYaru
MOTYT OBITP OJHOCTOPOHHUMM U HECHMMETPUYHBI-
mu. Kak 0TMe4aoT MHOTME aBTOPBI, HaAM4Me Xps-
Imla BBICTYIIaeT IPeAUMKTOPOM Iporpeccupymouiei
fedopManuy KOCTU B IOCIefyiomeM. XpsAIIeBYIO
nuddepennyposky npu OXJ| MOXHO JIETKO IIPUHATD
3a HOOPOKaYeCTBEHHYIO MM 3/I0KAYeCTBEHHYIO XOH-
APOUJIHYI0 ONYXO/b. Y Hallell MalUeHTKU IO JIOTH-
CTMYECKMM NPUYMHAM MBI HE CMOITIM IPOBECTU IU-
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CTOJIOTMYEeCKNe UCCefoBaHNA. TeM He MeHee HAIIN
pe3ynbTaThl MOTYT yKas3blBaTb Ha HOBBINl BapMaHT
OX]l ¢ ABYyCTOPOHHUMM U CUMMETPUYHBIM BOBJIE€YE-
HMEM HIDKHMX KOHEYHOCTENl UM MEeHBUIMM IOpaKke-
HueM rpypgHoil KneTky. OJHAKO HM IO3BOHOYHIUK,
HJ KJUCTY TIaTONIOTMYECKUM IIPOLeCCOM 3aTPOHYTHI
He Opumn. O6mye KIMHMYECKUEe U PeHTIeHOJIOTMYe-
CK1te 0COOEeHHOCTH 3a00/IeBaHMA B pacCMaTpPUBaeMOM
HaMI C7Ty4ae He COOTBETCTBOBA/IM pPaHee ONVCAHHBIM
npusHakam OX]I. JlononHuTeNbHAA IMaTHOCTIYECKAS
BO3MO>XHOCTb 3aK/II0YA€TCA B BBIABJIEHUU KMCTO3HO-
ro aHTMoMaro3a. besycnoBHO, 3Ta BO3MOXKHOCTb Me-
Hee BepOATHA BCJIE[CTBYE TeHepaa30BaHHOI OCTeo-
HMEeHNM U HEeBBICOKOTO pocTa. MOXXHO NpefIoNoXNTb,
YTO MBI CTOJKHY/INCH C €llle OFHMM BapMaHTOM CHH-
fipoMma, onycaHHoro Moog et al. [17], ogHako ecTb
ollpefie/ieHHble Pa3INyMs B ONMCAHUAX BOPMUEBBIX
KOCTell, a TaK)Xe IMOPaXeHUil KOpbl T'OJIOBHOIO MO3-
ra. ¥ Hallero MccuefloBaHMA eCTb psJ OrpaHNYeHUIl.
B nepByio ouepesb 3TO OTCYTCTBYE PEHTITEHOTPaMM,
C/IeJTaHHBIX [0 HACTYIUIEHUS IONOBOTO CO3PEBAHMAL
Bo-BTOpBIX, IO TOIMCTUYECKMM IPUYMHAM HaMU He
OBIIO IIPOBEJIEHO IMCTONIOTMYECKOe MCCIeOBAHNUE; IO
9TUM >Xe NPUYMHAM He OBUIO OPraHM30BaHO CEKBe-
HUPOBaHIe 9K30Ma.

AonoAHuTeAbHas MH¢opMaums

Ucrounnk ¢punancuposannsa. PuHaHCHpOBaHNe
OTCYTCTBYeT.

Kondmukr mHTEpecoB. ABTOpHI JeKIapuUpyOT
OTCYTCTBYE KOHQIMKTA MHTEPECOB.

ITNYecKasn 3KCIepTn3a. 3aKOHHbIE IPefCTaBl-
Te/IU MAlMeHTKU JaIM COITIacKe Ha oOpaboTKy u Imy-
OMUKAIMIO ee TIepCOHATbHBIX JaHHBIX.

BbrarogapuocTu. Mbl BhlpaxkaeM 671arolapHOCTh
Hamza Al Kaissi, crymenty Slovak Medical University
B bparuciase, 3a ero momoulb B IepeBOfe NUTEpa-
Typbl Ha HEMEIIKOM f3bIKe. MBI TakxKe O1arogapum
CeMbIO TAIVIEHTKM 33 UX COTPYSHMYECTBO U paspe-
IIeHNe Ha IyOIMKaIMIo KIMHIYECKNX Y PajyioNoru-
9eCKUX JJAHHBIX J[0YepH.
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