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CKeneTHble MPOSIBNEHNS PeAKUX CUCTEMHbIX HacneACTBEHHbIX 3aboneBaHuit
BK/IOYAIOT HapyLueHue pocTa, AedopMaLmm KocTel, aHoManbHbIN NaTTepH 3H-
XOHApanbHON occudukaumn. MHorve NposiBNEHUS CUCTEMHbIX 3aboneBaHuit
cKkeneta MoryT BbITb «Mackamu» 6onee YacTbix 1 6051ee N3y4eHHbIX BPOXAEH-
HbIX U NpUOBpeTEHHbIX 3aboneBaHuii.

CnoHaunoanumeTadmapHas AuCnaasus, acCouMMpoBaHHas C MaToOreHHbIMU
BapuaHTamu B reHe RPL13 (RPL13-C3M[1), conpoBoXaaeTcs O6WMPHBIM Criek-
TpoM AecdopmaLmii ONOpHO-ABUraTeNbHOro annapata, B TOM Yu1cie XapakTep-
HbiMK Anst 6onesuu Jlerra — Kanbse — Mepteca (BJIKIM).

Llenb uccnepoBaHUs — BbisIBNIEHVE XapaKTEPHbIX NMPOSIBNEHUI NaToNoOrMm
Tazo06eApeHHbIX CycTaBoB y aeteit ¢ RPL13-COM/ u onpeaeneHne BO3MOXHO-
ctn nx anddepeHumansHon avarHocTukm ¢ BJIKM.

Martepuanbl u MeToAbl. [poBeseH PETPOCMEKTUBHbIN aHanu3 peHTreHo-
rpamMm TasobeapeHHbIX CYCTaBOB Y MEAWLIMHCKON AOKYMEHTaLMK 7 NaumMeHToB
(14 TazobenpeHHbIX CycTaBOB) C NOATBEPXAEHHbIM AnarHo3oM RPL13-CoM/.
MpoaHann3npoBaHbl KONMYECTBEHHbIE (aHMY/IOMETPUYECKUE NapaMeTpbl, UH-
[leKC MUrpaLmmn) 1 KayecTBeHHble (AnvHa weiikv 6eapa, opma v pasmep anu-
$u3a, occndmkaumnsa BnaanHbl, COOTHOLLEHUS B CyCTaBe) MokKasaTeny.
Pe3ynbratbl. MauneHtol ¢ RPL13-COM/[l OeMOHCTpUpOBanM yMeHblueHne
LIeeyHo-anacdun3apHoro yrna, OTHOCUTENbHOE paclUMpeHUE U yMEeHbLUeHne
[MHBI Weiikv 6eapa. MapannenbHo ¢ 3TUM oTMeYanack obLas kapTuHa auc-
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Skeletal manifestations of rare skeletal hereditary diseases include
growth disturbances, bone deformities, and abnormal patterns of en-
chondral ossification. Many manifestations of systemic skeletal dis-
eases can "mask" more common and better-studied congenital and
acquired diseases.

Spondyloepimetaphyseal dysplasia associated with pathogenic vari-
ants in the RPL13 gene (RPL13-SEMD) is accompanying with a wide
range of musculoskeletal deformities, including those characteristic for
Legg-Calve-Perthes disease (LCPD).

Objective — to identify characteristic radiographic manifestations of
hip pathology in children with RPL13-SEMD and determine the possibil-
ity of differentiating them from LCPD.

Materials and methods. We conducted a retrospective analysis of
hip radiographs and medical records from 7 patients (14 hips) with a
confirmed diagnosis of RPL13-SEMD. We analyzed quantitative (angu-
lometric parameters, migration index) and qualitative (femoral neck
length, epiphysis shape and size, acetabular ossification, and joint re-
lationships) parameters.

Results. Patients with RPL13-SEMD demonstrated a tendency toward
a coxa vara deformity, relative widening, and a decrease in the femoral
neck length. Concurrently, a general pattern of dysplasia and impaired
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nnasnn U HapyLleHUs occudmrKaLmMm BEPTIYXHON BnaauHbl. Hanbonee 3Hauu-
TeNbHble U3MEHEHUs!, OTpaxalolume AedeKkT SHXOHAPaNbHOro (opMMpoBaHMUs
KoCTel, 6blin OTMEYeHbl CO CTOPOHbI 3nudu3a ronoBkM GeapeHHON KOocTu:
yMeHbLUeHWe pa3Mepa sapa 0ccdUKaLmnm, CHKEHWE ero BbiCOTbl, parmeH-
Taums u aecdopmaums.

06¢cyxaeHne. PeHTreHonornyeckas CeMMOTUKa NaTosornn TazobeapeHHbIX
cyctaBoB npu RPL13-C3M[ umena Hecrneumdbuyeckuii xapaktep 1 BKJIoYa-
Na NpU3HaKK, ONMCaHHbIE Kak ANsi HeHacneACTBeHHbIX 3abonesaHwii (BJIKIT),
Tak U Ans Apyrux HacneAcTBeHHbIX 3aboneBaHwii ckeneta. Mpu BbiSBNEHUM
NpU3HaKoB, xapakTepHbix Ans BJIKIM, knMHuuMcTamM HeO6X0AMMO NPOBOAWTHL
anddepeHUManbHyo AMarHoCTUKY C APyrMMy 3a60n1eBaHUsMU CKeneTa, B TOM
yucne ¢ HacneACTBEHHbIMU CUCTEMHBIMU ANCTINA3NAMMU.

3aknroueHue. RPL13-COM/[ oTpaxaeT obwye 3aKOHOMEPHOCTU MaTonorum
OMOpHO-ABUraTeNbHOrO anmnapaTa Npy HacneACTBEHHbIX 3ab60neBaHMsX cke-
neTa, [AEMOHCTPUPYS PasfMyHble HapyLIeHUs SHXOHApanbHOro hopMMpoBa-
HUS KOCTEN, UX BTOpWUYHble AecdopMaLim, KOTopble MOryT MPUBOAUTL B TOM
yucne K BO3HUKHOBEHUIO AedopMupyloLLero octeoaptposa. CBoeBpeMeHHast
anddepeHuManbHas AnarHoCTMKa 1 reHeTUYeckoe TeCTMPOBaHMe NO3BONSIOT
YCTaHOBWTb NPaBWSIbHbINA ANArHoO3, OLEHUTb MPOrHO3 TeYeHUs 3a6oneBaHNs 1
n3bexxatb He060CHOBaHHbIX BMELLATENbCTB.

KnioueBble cnoBa: crnoHaunoanumetadusapHas aucnnasus; RPL13; 60-
nesHb Jlerra — KanbBe — lMepTeca; Ta3o6eapeHHbli CycTaB; anddepeHum-

ossification of the acetabulum was observed. The most significant
changes reflecting a defect in enchondral bone formation were noted
in the femoral capital epiphysis: decreased size of the ossification cen-
ter, a decrease in its height, fragmentation, and deformation.

Discussion. The radiographic features of hip pathology in RPL13-
SEMD were nonspecific and included features described for both
non-hereditary diseases (LCPD) and other hereditary skeletal disor-
ders. When identifying features characteristic of LCPD, clinicians must
conduct differential diagnosis with other skeletal diseases, including
hereditary skeletal dysplasia.

Conclusion. RPL13-SEMD reflects general patterns of musculoskel-
etal pathology in hereditary skeletal diseases, demonstrating various
disturbances in enchondral bone formation and secondary deformities,
which can lead to the secondary osteoarthitis. Proper differential di-
agnosis and genetic testing enable an accurate diagnosis, can help to
assess the prognosis, and avoid unnecessary interventions.

Keywords: spondyloepimetaphyseal dysplasia; RPL13; Legg-Calvé-
Perthes disease; hip joint; differential diagnosis

aNlbHasa AnarHoCTuKa

CKCHETHBIG MIPOSIBJIEHNST PEKNX CU-
CTEeMHBIX HAaCJEJCTBEHHBIX 3a00-
JIEBaHUII BKJIIOUAIOT HapyIIeHNE pPOCTa,
nedopmaruy Kocrell, aHOMAaJIbHBIII I1aT-
TepH 9HXOHIPAIBHOII occupuranmm. [Jo-
CTVKEHNSA COBPEMEHHOM MOJIEKYJIAPHON
TeHeTUK) 3HAUUTEIBHO YIPOCTIIIN IIO-
cTaHOBKY nuarHosa [1]. Tem He MeHee BO
BCeM Mupe HaOIIOaeTCss 3HAUNTEIbHBII
BPEMEHHOI pas3pbIB MEXAY IepBBIMIU
KJIMHIYECKUMI TIPOSIBJIeHNAMU G0JIe3HM
¥ TOATBEp)KAEHMEM [MarHo3a Hacjen-
CTBEHHOTO 3aboJyieBaHUsA J1abOpaTOPHBI-
mu Meromamu [2]. OmHOIM U3 OCHOBHBIX
NPUYMH 3TOrO paspblBa SIBJISETCS HIU3-
Kasg HACTOPO)KEHHOCTh KIMHULIICTOB B
OTHOIIEHNM PenKux 3aboJeBaHMIL, IIPU-
BOAAIIAs K HEBEpHOI WHTepIIpeTaIini
paHHUX IIpOsIBIeHMIT 3a60IeBaHMIT 11, CO-
OTBETCTBEHHO, ITO3JHEeMY HaIlpaBJICHIIIO
Ha reHeTnueckoe obcienoBanme. Muorue
MPOSIBJIEHNsI CUCTEeMHBIX 3a060JIeBaHMIt
CKeJleTa MOTYT OBITh «MacKaMu» Ooiee
YacThIX M OoJlee M3YyUEeHHBIX BPOXKAEH-
HBIX U IIPHOOpeTeHHbIX 3a601eBanmii [3].

Bonesup Jlerra — KampBe — Ilepreca
(BJIKII) OTHOCHTCS K «KJIACCUUECKIIM»
opromennuecKknM 3ab0JIeBaHUSIM  [eT-
CKOTO BO3pacTa. B oTnmume ot cucrem-
HBIX OMCIUIA3UII CKejleTa, IMPM KOTOPBIX
OKa3aHHble TeHEeTMUECKMe HapyILIeHIS
MOTYT COIPOBOXKIATHCS IIMPOKUM CIIEK-
TPOM KJIMHMUYECKNUX IIPOSBIECHUI, IIPU
BJIKII, HampoTMB, 3TMOJOTUS U IIATOre-
He3 3a00JIeBAHMsI OCTAIOTCS HEU3BECT-
HBIMJ IIPU JOCTaTOYHO CTEPEOTUIIHOI
KJIMHUKO-PEHTI€HOJIOTMUECKOI KapTiHe

[4]. CymecrByer Goibliioe KOJIMYECTBO
JICCIIEIOBAHMII, IIPENTIONATAIOIIX B Ka-
YyecTBe 3TUOJIOrMUecKoro ¢axropa 3abo-
JIeBaHUs BPOXK/IEHHbIE, B TOM UICIIE TeHe-
tuueckue, paxrops [5]. OgHako equHOI
KOHLIEIIVY, II03BOJIAIOLIEN OOBICHUTD
BCe OCHOBHBIE IIPOSIBIEHVS OOJIe3HI,
[IPOTHO3MPOBATh €€ TeUeHue I Ipemy-
MIpEXJaTh OCJIO)KHEHNS Ha CeTOJHAIIIHIII
JICHb He CYII[eCTBYET.

V3yuyeHre TUIIMYHBIX BAPMAHTOB TeUe-
Hus 3a60JI€BaHMIT CKeJleTa MOXKET IIpUBe-
CTH K ONMCAHMI0 HOBBIX KOMOMHIPOBAH-
HBIX (PEHOTUIIOB, KOTOpbIe B HaJIbHENI-
IIIeM HaXONAT OObsICHEHIE eAVMHBIMIY T1a-
TOTEHeTUYECKUMI IPUUNHAMH, a TaKKe
[IOATBEpIKEeHME UX TeHEeTHUeCKON IIpu-
ponsl [6]. TTaTosorust KpyImHBIX CyCTaBOB
HanuboJee XapaKTepHa U CUCTEMHBIX
OUCIUIA3VIl CKeJleTa, BKJIIOYAIOLIVX II0-
paxkeHme SMUEGU30B: MHOXECTBEHHBIX
annU3apHBIX AUCIIIA3MIL U CIIOHIAUIIO-
snmMeTadusapubix aucruiaszmit (COM]I).
SnundusapHble ANUCILIA3UM HOCTATOYHO
XOpOILO M3YYeHBI M OIVICAHBI B JIMTeE-
parype [7], Torna xax COM]I, xoropbre
BCTPEYAIOTCS 3HAUMTEIHLHO PesKe, BLI3BI-
BaloT GouIbIlMe (Hake 110 MepKaM peIKIX
GoJIe3HelT) AMAarHOCTUYECKUE TPYXHOCTI
[8].

Cpeny HeOaBHO ONMCAHHBIX B Kaue-
CTBe OTHEJILHOTO F€HEeTIUEeCKOTO CIHIPO-
ma BapmaHTOoB COMJII 0CcoOBIil MHTEpec
OpTOIEZIOB BBI3BIBAET BAPMAHT, ACCOLIN-
POBAHHBIIL C ITATOT€HHBIMI BapMaHTaMI
B reHe RPL13, 4TO CBSI3aHO C OOILIMPHBIM
criekTpoM HedopManmii OIOPHO-IBUTa-
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TEJILHOTO aIlapara, KOTOpble MOTYT ObITh
«MacKaMI» OpTOIleAnuecKnx 3aboseBa-
HMIL: JUCIUIA3UM Ta300eqpeHHbIX CyCTa-
BoB, BJIKII, ckonmosa u ap. [9].
VccenoBaHus IOKasayly, 4YTO I1aTO-
reHHbIE BapMaHTHI B reHe RPL13 mpuso-
ST K IIMPOKOMY CIIEKTPY OpTOIlefuue-
CKIUX HapyILIeHUI Y JeTell, UTO IT03BOJIN-
JI0O HaM TINATEJIBHO IIPOAHAIM3UPOBATH
Gourbliryio 6a3y JaHHBIX ITALMEHTOB C I10-
JO3peHueM Ha Hacjle[CTBeHHBIE 3a0ore-
BaHIS CKeJIeTa, KOTOPBIM IIPU PYTUHHOM
KJIMHIKO-TEHETUYECKOM 00CiIeJOBaHMI
JVIarHO3 He OBLT IIOATBEPKAeH. B pesyirs-
TaTe HaMU ObLTa AMArHOCTMPOBAHA IPyII-
ma nanueHTos (7 manueHToB B 4 CeMI)S{X),
KOTOPBIM JVArHO3 IIOATBEP)KIEH MOoJle-
KyJspHO-TeHeTnueckn.  OmyGumkoBaH-
Hble Pe3yJIbTaThl 3TOTO MCCIIEeJOBAHMS
IoKasajy, YTO OPTOIleJMYecKue IIPOsB-
JleHus: OBUIM II€PBBIMIU KIMHIUECKIIMIU
npu3HakaMmy 3a60JeBaHMs, MIMeJIN IIpo-
rpeccupyroLell XapakTep U IIPUBOMVIIN
K SHAUUTEIbHBIM (YHKIMOHAIHHBIM
HapyuesvsM [10]. OxHako npoBeeHHOE
HaMI paHee JCCJIefloBaHIe He BKJIIOUa-
JIO [eTaJbHOTO aHAJIM3a HapyLIEHUIT CO
CTOPOHBI Ta300epPEeHHBIX CYCTaBOB, KO-
TOpBIe IIPY 3TOM ObLINM KOHCTaTUPOBAHBI
y BCeX MauMeHTOB. Takum oOpa3oM, MbI
MPEIIONOKIUINA, UTO CHUCTeMaTU3aLNs
JAHHBIX O IIaTOJOTMM Ta300eIpeHHBIX
cycraBoB y pereil ¢ RPL13-accoumupo-
Baunoit COM/I (RPL13-COM]I) rmossBoaut
MOBBICUTh HACTOPOXKEHHOCTh Bpaueil, B
IepBYI0 Ouepedb AETCKMUX TPaBMAaTOJIO-
TOB-OPTOIIENOB, B OTHOIIEHNI BO3MOXK-



HBIX CUCTEMHBIX IPUYMH OpPTOIequYe-
CKOJI IIaTOJIOTMU IS ITIpeRyIpeXKIeHMs
HECBOEBPEMEHHOJ IMAarHOCTUKIU ¥ HeOo-
60CHOBaHHOTO BMEIIATEJIbCTBA.

Ienpro mcciaegoBaHMA ObUIO BBIAB-
JIeHJIe XapaKTepHBIX IPOABJIECHMII IIaTo-
JIOrMM Ta300eIPEHHBIX CYyCTaBOB y JeTell
¢ RPL13-COM]] n omnpeneieHme BO3MOXK-
HoCcTU MX AuddepeHnNaTIbHbI AMATHO-
cruku ¢ BJIKIL

MATEPHAIJIbI 1 METO/IbI

IIpoBeneH peTPOCIEKTUBHBIN aHaIU3
PEHTTeHOTpaMM Ta300eIpeHHBIX CyCTa-
BOB M MEUIIVHCKON JOKyMEHTALVI
7 NalMeHTOB C IOATBEP)KICHHBIM JMa-
raosom RPL13-COM/I.

g MOJIeKyNIApHO-TeHeTYeCKUX JIC-
CllefoBaHUII COOpaHbI 00pasubl KpPOBIU
y GonbHbIX marueHToB. enomuas [THK
6bLIa BBIJEJICHA CTAHTAPTHBIMM METOMA-
mu. [l IOATOTOBKM 00pPa3LOB MCIIONb-
30BaJIC METOJ CeJEeKTHMBHOIO 3aXBaTa,
HalleJIeHHBII Ha KOAUpYyIoIIye 00IacTu
19 396 renos (HaGop Illumina TruSeq®
Exome Kit u manens IDT xGen® Exome
Research Panel). IlepBuunas obpabGorka
JAHHBIX CEKBEHMPOBAHMSA ITPOBOJIIACH
C JMCIIOJIb30BAHMEM CTaHIAPTHOIO ABTO-
MaTHM3MPOBAHHOIO AJITOPMTMa AHAIM3a
JaHHBIX, IIPEIOCTABICHHOI0 KOMIIaHVe
[lumina n gocrymnHoro o agpecy: https://
JTHK
MPOBOAMJICA Ha TeHETUUYECKOM aHal-

basespace.illumina.com. Ananus

3aTope DNBSEQ-T7 ¢ wmcnosb3oBaHueM
[TAPHOTO CEKBEHMPOBAHMS C IJIHOII IIPO-
urenus 150 bp (PE150). st moxrBepxie-
HUS BBIBIEHHBIX HYKJICOTMIHBIX Ba-
pPMAHTOB IpPOBEIEHO CEKBEHUPOBAHIE
1o CaHrepy € MCIOIb30BaHMEM IeHETV-
uyeckoro ananusatopa ABI Prism 3500x1
(Applied Biosystems). IlociemoBarenbHo-
CTH IpaiiMepOB II0X00PaHbI COTIACHO pe-
(bepeHCHOIT I0CIIe{OBATEIbHOCTI  LieJle-
BBIX yuacTKoB reHa RPL13 (NM_000977.4).
JI71st OLIeHKM MOITYJISILIMOHHBIX YaCTOT BBI-
SIBJIEHHBIX BapJMaHTOB JCIIOIb30BAaHA BBbI-
6opka npoekra The Genome Aggregation
Database v. 2.1.1.
PenrreHorpadms  BBINOJNHSANACh Ha
pasIMUHBIX 9TalnaX AMAarHOCTMKU U B
mpoiiecce JieueHus MaryenTos. g aHa-
Jn3a OBLIM OCTYIHBI PEHTI€HOIPaMMBbI
Ta300eAPEHHBIX CYCTaBOB BCEX IallVeH-
TOB B IIPAMOIT IPOEKIUN. YUNUTHIBAS [BY-
CTOPOHHUIL, CUMMETPUUHBIN XapakTep
MOpasKeHNsI, BBITIOJHSAJIM aHAINS PEHTTe-
HOJIOTMYECKUX MTapaMeTPOB Kak IPaBoro,
Tax I JIEBOTO Ta300ePEHHBIX CYCTABOB.
Tak Kak wacTbiM AuPepeHINaTbHbIM

muarao3som RPL13-COM]I ssasack BJIKI,

OCYIIIECTBJIEH CpPABHUTEJBHBI ~ aHAINU3

PEHTTEHOJIOTUECKIX IIPOSIBJIEHUTL
RPL13-COM]], KoTOpBbIe GBLIN BBISBIEHBI
B XOJe HACTOAIIEro MCCICTOBAHNSI, C
TUIYHBIMI PEHTTeHOIOTUECKIIMIL TIPH-
3HaKaMM, COIPOBOKIAIOILUMI TeUeHIe
BJIKIL, mpencTraBiieHHBIMU B JINTEpAType.

Ipu aHaJIM3e PEHTTEHOTPAMM IalMIeH-
ToB ¢ RPL13-COM]] ouleHMBAINCH CIEOY-
IOILIME TTAPAMETPBI:

ITapamMeTpbl IIPOKCUMAJIBHOTO OTHENA
Genpa:

- meeuno-guadusapusiit yron ([IAY)
B Tpajycax;

- minHa weiky Oempa (HOpMasbHAas,
YKOpOUeHHas, yUINHeHHA);

- ¢opma u pasmep snmudusa (COOTHO-
LIeHVe BBICOTHI U IIVPIHBI 31 du3a, co-
OTHOILIEHNE IIVPUHBI 31MN3a I LIeVIKI
Genpa).

ITapameTpbl BEPTIIYKHOI BIIa{IHBIL:

- YIJIOBBle IIapaMeTphl AVICILIA3MNL
(ammeraGynapusli naAekc, yroa lapma);

- occuduKanug BIAAMHBI (HOpMAab-
Hasl, HapyILlIeHHas).

Hapy1mrieHne COOTHOIIIEHUII B CyCTaBe:

- BapmaHT 10 xiaccudukanun Camo-
¢resoit;

- MHEKC MUTPAI{IIL.

KonmuecTBeHHbIe IpU3HAKM (AHTYJIO-
MeTpuUUecKle IlapaMeTphl, MHIEKC MIU-
rpaumm) IS KakIOil pEeHTTeHOTPaMMBI
PacCUMTHIBAINCH TpeMs CIIeI{MaIICTaMI
13 cOCTaBa aBTOPCKOTO KOJITIEKTMBA, IS
pacueTa MCIIOJIB30BAJIOCH CpejHee 3Ha-
ueHMe Tpex IToKasaTeseil. KauecTBeHHBIE
npusHaKy (OTHeCeHNMe CIyuast K TOM I
MHOI Tpajalyy II0 WCIIOJb30BaHHBIM
npusHaKaM U KiaccuuKaumsm) o0Cysx-
JAINCh U IPUHUMAIUCH KOHCEHCYCHO
TpeMsl CHEeLUaINCTaMM U3 aBTOPCKOIO
KOJIJIEKTIBA.

Cratuctudyeckyo  00paGoTKy

pe-
3yJBTaTOB OCYILECTBIISJIM CpefCTBAMIU
CTAaHAAPTHOTO CTATUCTUYECKOTO IaKeTa
Statistica 10, Microsoft Excel. Cpenrue
IoKasaTean IIpeacTaBieHbl Kak M + SD,
roe M — cpenuee, SD — crarmapTHOe
g

IIPOBOAIIINL

OTKJIOHEHIE. Ka4Ye€CTBEHHBIX

NPU3HAKOB YaCTOTHBII
aHanus mokasareneit (%). [Ipu oueHke
PEHTIeHOJIOTMUECKUX ¥ KIMHUYECKUX
npossiaennit RPL13-COMJI wu  BJIKII
NPUMEHSICS. ~ METOJ[  OIMCATEIbHOIL
CTATUCTUKY, IIPOBEIEHO CPAaBHEHUE II0
HAJIMYNIO IPU3HAKOB, TAe «+/—» — IpU-
3HAK MOYKET OTCYTCTBOBATH, «+» — a0
BBIDOKEHHBII NPU3HAK, «++» — IpU-
3HAK SBJISIETCS IIOCTOSIHHBIM, YMEPEHHO
BBIPAXKEH, «+++» — APKO BBIPA’KEHHBII

IIpU3HaK.
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UccnemoBaHme MIpoBeIeHO B COOTBET-
CTBUM C PEKOMEHIAIVAMU «XeJIbCIHK-
CKOJI Kekiiaparu BceMupHO MeqMIIH-
CKOJI accolyaiumn» 1 og00peHO JIOKaIb-
HBIMM dTnueckuMy komureramu ®PIGHY
«MenmKo-TeHeTIYeCKIIT HayUHBI LIEHTP
nmenn axagemuka H.II. Boukosa» (mipo-
TokoJa Ne 2024-2 ot 08.04.2024 1.) u OT'BY
«HMUI] peTckoif TpaBMaTOJIOTUM M Op-
ronenuu um. I'M. Typrepa» Munsnpasa
Poccnn (mporokosr Ne 1 ot 25.09.2025 r.).
ABTOpBI MONYUNMIN MUCbMEHHOE UH(OP-
MMPOBaHHOE JOOPOBOJILHOE COTJIACHe I1a-
11eHTOB (VI/MIU 3aKOHHBIX IIPEICTaBUTE-
JIell MaleHTOB) Ha IIPOBEIEHVE MOoJe-
KYJIIpHO-TEHETUUECKOTO TEeCTUPOBAHISI
00pasioB KpOBM U IIyOJIMKAIVIIO IIEPCO-
HAaJIBHBIX JaHHBIX, B TOM 4ucie ¢ororpa-
¢umit, B HayuHOM JKypHaJIe, BKJIIOYAsl €ro

3JIEKTPOHHYIO BEPCHIO.

PE3YJIbTATBI

JlaHHBIE, TIOJyUEHHBIE B pes3yJbTaTe
aHaJIM3a PEHTIeHOTpaMM 7 IAIMEHTOB
(14 cycrasos) ¢ RPL13-COM]I npexncras-
JeHsl B Tabimme 1.

Briasneno, uro mammentsl ¢ RPL13-
COM]l neMOHCTPUPOBAIN TEHAEHIUIO K
ymensitenuto [TV (coxa vara), oTHOCHK-
TeJIPHOMY PACIIVPEHNIO ¥ YMEHBIIICHIIO
IMHBL 1reiiku Gexgpa (coxa breva). ITa-
paJIENIBHO C 3TUM OIIpefessIach ob1as
KapTUHA QUCIIIA3NY Y HapyIIeHNUS OCCU-
(bmKanMy BEpTIIY’KHOI BIIQ{UHBIL.

Haubonee 3HaumreabHble U3MEHEHUS,
oTpakaroue medekT IHXOHAPATHHOIO
(opMupoBaHUS KOCTell y IALMEHTOB C
RPL13-COM]I, oTMeuUeHBI CO CTOPOHBI
snu¢usa ronosBku GegpeHHOI Koctm. Tu-
mraHe q1a RPL13-COM/I marrepH Xa-
paKTepu30BalICa yMeHBIIEHIEM pasMe-
pa sgpa occmuKanmy, CHIDKEHIEM ero
BBICOTHI, (pparmeHTanmeir u pnedopma-
umeit. M3MeHeHust B GOJIBILIIHCTBE CIIY-
YaeB HOCWUIM J[BYCTOPOHHUII XapakTep.
Y Bcex HAIMEHTOB, Yy KOTOPBIX MMeJach
BO3MOJKHOCTb aHalIM3a AMHAMUKIU PEHT-
TeHOJIOTMYECKUX I1apaMeTPOB, OTMEUEHO
nporpeccupymolee TedeHyue OOJBIINH-
CTBa M3MeHeHMI (KaK peHTreHOMeTpuye-
CKIX, TaK M KaueCTBEHHBIX). TUImruHbIe
M3MEHEeHVs CO CTOPOHBI Ta300eApeHHBIX
cycraBoB y manueHToB ¢ RPL13-COM]]
Mpe/ICTaBIeHbI Ha PUCYHKE.

Ilpn ananmse IpegOCTABIEHHON Me-
IOUIIMHCKOM MOKYMEHTAI! I1allleHTOB,
BBIMIOJIHEHHON [0 IIOCTAHOBKU T€HETU-
YeCKOro AMarHosa, y 5 m3 7 ueloBeK Ha
OCHOBAHIM COUETAHMUSI KIMHUUECKUX
JTaHHBIX ObLT yeTaHOBIeH AuarHo3 BJIKII,
B TOM umcie 4 IanueHTaM Ha3HaueHbI
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Tabnuua 1

PeHTreHonornyeckve napamMmeTpbl Ta306€ApeHHbIX CYCTaBOB Y AeTel

Table 1

X-ray parameters of the hip joints in children

Mapamerpbl cycraBoB / Joint parameters (n = 14)

3HaueHue / Value

LweeyHo-anacusapHbii yron, M + SD, rpag. (°)

neck-shaft angle, M + SD, deg. (°) 112+8.2
HopMaJsibHas / normal 3(21)
ANMHa Wwelikn 6eapa, abce. (%) ykopoyeHHasi (coxa breva) 11 (79)
MapameTpbl femoral neck length, abs. (%) shortened (coxa breva)
NPOKCUMASIbHOIO yanuHeHHas / elongated 0]
otaena 6eapa HopMasibHoe / normal 4 (28)
Proximal femur COOTHOLLIEHWE BbICOTbI M LUMPUHBI 3nndu3a, abe. (%) yMeHbLLUeHo (coxa plana) 10 (72)
parameters ratio of height and width of epiphysis, abs. (%) reduced (coxa plana)
yBenu4eHo / increased 0
HopManbHoe / normal 5 (36)
COOTHOLLIEHWE WUpWHbI 3nundu3a 1 weiikv 6eapa, abe. (%) YMeHbLUEHO (MUKPO3NUGU3) 9 (64)
ratio of width of epiphysis and femoral neck, abs. (%) reduced (microepiphysis)
yBenm4yeHo (coxa magna) 0
increased (coxa magna)
yrnoeble napameTpbl gncnnasvun, M £ SD, rpaa. (°) aueTabynsipHbIN MHAEKC 36+ 11.6
MapameTpsbl angular parameters of dysplasia, M £ SD, deg. (°) acetabular index
BEPT/Y>XHOWN BMNaauHbI yron LLlapna / Sharp’s angle | 61 + 14.2
Acetabular parameters occudmKaums BnaamHbl, abe. (%) HopMaJsibHas / normal 6 (43)
ossification of cavity, abs. (%) HapyLeHHas / disordered 8 (57)
COOTHOLLEHVWS B HopMarsbHble / normal 4 (28)
cycrase no knaccudmkaumm B.U. CagodbeBoit, abe. (%) feueHTpaums / decentration 5 (36)
Relationships in the according to classification of V.I. Sadofyeva, abs. (%) noaBsbiBuX / subluxation 5 (36)
joint BbIBMX / dislocation 0

nHaekc murpaunm, M £ SD (%) / migration index, M + SD (%)

31 £ 14.7

Te JUIM MHBIE KOHCEPBATUBHBIC METOJBI
seueHus, npuMmensaomuecd npu BJIKII, B
YaCTHOCTY IIOCTEJIBHBII PEKIM I MICKJIIIO-
YeHIe OCEeBOJ HArPy3KW, MaH)KeTOYHOe
BBITSDKEHHe, a0MyKUMOHHbIe IINMHBIL Po-
TUTENAM ObLIO IIPEIOKEHO XUPYypruye-
CKOe JIeYeHNe, UTO VI ABJIAIOCH IIOBOJOM
k obparenuio B ®I'BY «HMUII ngerckoit
TpaBMaTojorum u opromenuu um. IH.
Typrepa» Munsnpasa Poccnu, roe mpo-
BefleHO Ooislee yruryGieHHOe 00OCiIeno-
BaHHe, 3aBepIUMBIIeeCS ITIOCTAHOBKOIL
JVarHo3a CHCTEMHOTO HacJIeICTBEHHOIO
3a00JIeBaHNs CKeJleTa.

OBCYJXIEHUE

Harrre mcciegoBaHmMe IIpOXEeMOHCTPHU-
pOBajo 3HAYNTEIBHYIO YACTOTy I1aTO-
JIOTMH Ta300epeHHbIX CYCTAaBOB y He-
reit ¢ RPL13-COM], a Takke IIMPOKNIL
CIEeKTP MX PEHTIeHOJOTMYECKUX Bapu-
aHTOB. PeHTreHoIOrMUeCcKas CEMUOTUKA
MMaToJIOTMM  Ta300edPeHHBIX CYCTaBOB
Ipy JaHHOM 3a00JIeBaHNUM BKIIIOUAJA
BapyCHyI0 Je(opManmio IpOKCUMAab-
HOTO OTAesa OepeHHO KOCTHU, HUCILIA-
cTueckoe (OPMUPOBAHINE BepPTIIYKHOI

BIIaAVIHbBI, HO Hambojlee YacTbIMU ObLIN

MPOSIBJIEHNSI CO CTOPOHBI IIaTTepHa 9H-
XOHAPAJIBHOrO (OPMUPOBAHNUS U OCCHU-
¢buKaMy TOJOBKM M LIETIKM OeIpeHHOI
KOCTH, KOTOpBIEe MMeJH Heclenuduue-
CKIIT XapaKTep ¥ IIPOSBISIINCH IIPU3HA-
KaMM, ONMCAaHHBIMU KaK IIpY HeHacJen-
CTBEHHBIX 3ab0yIeBaHMAX (B TOM umCIe
BJIKII), Tak m mpu OpyTUX HACIEICTBEH-
HBIX 3a00JIeBaHIAX CKeJleTa, B YaCTHOCTM
MHOYKECTBEHHOI snudu3apHOi RUCILIA-
3uM. OTM HAXOJAKM CBUAETEIBCTBYIOT O
BEpPOSITHBIX OOLIMX 3BEHbSIX [1ATOTEHE3a,
KOTOpBIE XapaKTepU3yIT KaK COGCTBEHHO
IIPOLIECCHI SHXOHIPAIBHOIO KOCTeoOpa-
30BaHNUA, TaK ¥ TUIIMYHBIE BAPUAHTHI €T0
HapyieHuii. Kak moxasaio Halle yccie-
JoBaHMe, Hamboylee YaCTBIMMU IIPEIIO-
JIOKUTETBHBIMM [MarHO3aMM Ha JTare
o0cilefoBaHNs, YCTAHOBIEHHBIMI Ha OC-
HOBAHUY KJIMHMKO-PEHTTeHOIOTUYEeCKIX
JAHHBIX, OBLIM AMCIUIA3Ns Tas300expeH-
HeIx cycraBoB u BJIKIL Ilpn aTom umen-
HO muddepeHnManbHas IMArHOCTUKA C
BJIKII BeI13bIBasIa HAMGOIIBIIINIE 3aTPY AHE-
HM, 2 pEHTTeHOIOTYeCKIIe HapyLIeHN,
no3sosuBIye 3anono3purs BIIKII, 6buin
Hamboylee IIOCTOSIHHBIMI IIPU3HAKaMI
3a00JIeBaHMsI, UTO TOBOPUT O HEOOXOMI-
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MOCTU OOJIbIIEl AMAarHOCTUYECKO Hac-
TOPOKEHHOCT) B OTHOILIECHNY CYCTEMHO-
ro 3ab0JIeBaHMsI CKeJleTa IIPY BhISIBIEHNI
MAHHBIX NpusHakoB. Hamm cymmupoBa-
HBl OCHOBHBIC PEHTTEHOJIOTMUECKIE MU
KJIMHIYEeCKNe IPU3HAKM, XapaKTepHbIe
mna RPL13-COM/I, monydeHHBIE B XOJe
HACTOSIIIIETO MCCIIEOBAHNIS, a TAKKe TU-
NIMYHBIE PEHTT€HOJIOTUECKIIE IIPU3HAKY
BJIKIL, 06o011ieHHbIE 110 JaHHBIM JIATEPA-
TypsI [4, 11] (Tabi. 2).

CorsacHO IpUBENCHHBIM IaHHBIM,
KaKIBI B OTHEIBHOCTU M3 PEHTIEHOJIO-
I'MUECKVX IPU3HAKOB MOXKeT HabIo1aTh-
cst 1 mpu BJIKIL, n npu HacieaCcTBEHHBIX
3abosieBaHMAX CKejleTa. TakuM o6pasom,
HEBO3MOXXHO OIIPEEIUTh IIaTOTHOMO-
HUYHBIE PEHTTeHOJIOTMYECKIe CUMIITO-
MBI, KOTOpBI€E ITO3BOJIMIN OBl YCTAHOBUTD
VUIM OIIPOBEPTHYTH MAHHBIN AVATHO3 Ha
OCHOBAaHIIM PEHTTeHOTpaMM. BrIgBieHUE
npusHakoB BJIKII camo mo ceGe Ha ce-
TOOHAILIIHEM 3Talle PasBUTUS MeIULITHBI
He JOJDKHO OrpaHnuMBaTh chepy HOIoi-
HUTEJIbHOIO AUMArHOCTUMUECKOrO IIOMCKA
[11].

Hecxkonbko ImapagokCajJbHas CUTya-

oud CII0Kmiaachb B obactu AVMArHOCTUKI



Pucynox

TunuuHbre USMEHEHIS HA PEHTTEHOIrpaMMax Ta306ep;pe1-mmx CyCTaBOB Yy IIAIIVIEHTOB C cnonnmoannme'ra(bmaapﬂoﬁ

AVICILIA31Iel], aCCOLMIIPOBAHHOI C IATOTeHHBIMI BapuaHTamu B reHe RPL13: a) mepeqHe-3agHssA peHITeHOTPaMMa

Ta300ePeHHBIX CyCTABOB IAI(IeHTAa (5 JIeT): yMeHbIIIeHIIEe IIeeYHO-Aa(I3apHOro yria (depHsbIe JIHIIIL), yBeIJeHIe

aneTa0yJIsIpHOTO MHAEKca (OeIble IMHINIL), MIKpo3mindus3 cipasa (6exas crpeika), pparmenramis snndusa ciesa

(xpacHas cTpeiKa); b) mepeHe-3aHsA peHTT€HOTPAMMa Ta300eAPeHHBIX CyCTAaBOB MamueHTa (7 j1eT): MuKposnudus

cpasa (depHas cTpeika), pparmenTarus sundusa caeBa (KpacHast CTpeIKa), HepaBHOMePHas occuIKais fHa

BePTIIy>KHOI BIIaAIHBI (OeIast cTpelIKa), KOPOTKasdI IIelika Gefpa (XKeITas CTPeIKa); C) IepesHe-3aTHsAsL peHTTeHOrpaMMa

Ta300eIpeHHBIX CyCTaBOB MamyeHTa (9 jeT): pparmeHTanust snmdusa cupasa (0eIas CTpesIKa), CHIDKEHITe BBICOThI

smmdusa cieBa (KpacHas CTpeIKa), KOPOTKasI IIelika Oefpa (UepHas CTpesIKa), SKCTPY3IOHHBIII IIOABBIBIIX 32 CUET

JIaTepaIbHOM MIUrpanui (XKeJITas CTPeIIKa), IireeuHo-Anad3apHOro yIiIojd HOPMAIBHBIL (UepHbIe JIIHII)

Figure

Typical changes on hip radiographs in patients with spondyloepimetaphyseal dysplasia associated with pathogenic

variants in the RPL13 gene: a) anteroposterior radiograph of the hip joints of a 5-year-old patient: decreased

neck-shaft angle (black lines), increased acetabular index (white lines), microepiphysis on the right (white arrow),

fragmentation of the epiphysis on the left (red arrow); b) anteroposterior radiograph of the hip joints of a 7-year-old

patient: microepiphysis on the right (black arrow), fragmentation of the epiphysis on the left (red arrow), uneven

ossification of the acetabular floor (white arrow), short femoral neck (yellow arrow); c¢) anteroposterior radiograph of

the hip joints of a 9-year-old patient: fragmentation of the epiphysis on the right (white arrow), decreased height of

the epiphysis on the left (red arrow), short femoral neck (black arrow), extrusion subluxation due to lateral migration

(yellow arrow), normal neck-diaphyseal angle (black lines)

3abosteBaHmit ckesera y gereit. C omgHOI
CTOPOHBI, MMEETCS 3HAUMTEIbHBIN Oua-
THOCTUMYECKUII yCIeX MOJEKYJISIpPHO-Te-
HETUUYECKIUX METOMOB NCCIeNOBAaHMA U
BO3MOKHOCTb OBICTPOJI M TOUHON [ua-
THOCTUKY peJKUX 3a00JIeBaHMIT CKeJIeTa,
a TakKe 3HAUMTENBHOII IIPOrpecc B IIO-
HUMAaHNMH IIaTOT€HEe3a CKEJETHBIX IIPO-
SIBJIEHMIT NIpU 9TuX 3abojeBaHusax [12,
13]. C npyroit CTOPOHBI, «KJIACCHUECKIIE»
opromneanyeckre 3abojeBaHus c Ooiee
YeM CTOJIETHEN MCTOpMeNl U3ydeHusd, Ta-
ke kak BJIKIL, mo cux mop Bo MHOrom
OCTAIOTCA 3arajKoN [OJIs yUEeHBIX U KJIN-
HULMCTOB. BO3MOXXHOCTH OMAarHOCTUKM
3TOro 3a60JIeBaHMA BCe ellle OTPaHIUEHBI
KIMHIYECKMM M PEHTIeHOJOIMYeCKUM
MeTOaMU, He3HAUUTEIbHO OTJIMYATOIII-
MICS OT MICIIOJIb3ye€MBIX B Hadaje 20-ro
BeKa — 3IIOXM, B KOTOPYIO 3aboJieBaHue
GBLIO OIMCAHO. YUMTBIBASA 3TO, IIPY BBI-
ABJIEHUN TPU3HAKOB, XapaKTePHBIX I
BJIKII, kaumHMOmMcTaM HeoOXOAMMO IIpo-
BOANTH AU depeHINANbHYI0 JUaTHOCTH-
Ky € ApYrMMM 3200JeBaHMAMM CKeJeTa,
B TOM YICJI€ HACTIEICTBEHHBIMU CUCTEM-
HbpIMK aucnnasuamu. Ilpm atunmunom

teuenuu BJIKII, nBycTopoHHEM cuMMe-
TPUUHBIM XapaKTepe IaTOJOTUM, COoue-
TaHUU  KJIVMHMKO-PEHTTeHOTOTMUeCKIX
npusHakoB BJIKII ¢ HM3KOpoOCIOCTHIO,
OpyruMu geopMauusMy OTIOPHO-IBU-
raTeJIbHOTO aIlllapaTa, a TakKe IIpU IIpes-
IIOJIOXKUTETBPHOM CEMEIIHOM XapakTepe
60JIe3HN HEOOXOQUMO DPACUIMPUTH 30HY
JIUATHOCTIYECKOTO IIOVCKA, BKIIIOUNB B
Hee HaCJIEICTBEHHBbIE 3a00JIeBaHV CKe-
sgera, B ToM umciae RPL13-COMI. Ilpn
stoM COM]I gBisgerca OXHOM 13 KaTe-
ropuit  auddepeHUnaTbHO-NATHOCTH-
YeCKOTO IIONCKA. B03MOKHO, M3ydeHUe
TaToreHe3a HacJeCTBEHHBIX CYCTEeMHBIX
3a00JIeBaHNII CKeJIeTa ITO3BOJIUT IIPIOIIN-
3UTBhCA K MOHMMaHNIO raroreHesa BJIKII
7 B KOHEYHOM MTOTe — K pasTafKe BeKO-
BOJI TOJIOBOJIOMKI — €€ 9TUOJIOTHIL.
Harmre mccnenoBaHme mMeeT psfm orpa-
HIMueHUn. B mepByio ouepenb, aTO He-
GOJIBIIIOE KOJIMUECTBO IAIMeHTOB. [laHHOe
orpaHNUeHINe CIedyeT CUNTATh BeCbMa OT-
HOCHUTEJIBHBIM, IIPMHMMAsA BO BHUMAaHUe
penxuit xapakrep RPL13-COM/I. B To xe
BpeMsI paclIypeHe 3HAaHWUI O pegKux 60-
Jle3HAX cKejeTa Ha mpumMepe RPL13-COM/I

MOJINTPABMA/POLYTRAUMA N9 1 [mapT] 2026

y’Ke cejfyac CBUIETEIBCTBYET O TOM, UTO
VX MCTUHHAS YaCTOTa MOXKET OBITh CyIIie-
CTBEHHO 60JIee BHICOKOIL.
PeTpocneKTMBHBIN XapaKTep MCCIeN0-
BaHMA TaKXKe fABJIAETCS OIpeeleHHBIM
OTpaHMUYEHMEM, ONHAKO HEOOXOZUMO
yUecTb, UTO BCE OPTOIIeAMYECKIe IIPOsIB-
neHna y manmeHToB ¢ RPL13-CoOM —
npuobpeTeHHbIe U Pa3BMBAIOTCA IIOCTE-
NeHHO IIoCle poXkaeHMs pebenka. ITo
9TOi Ke mHpmymHe (PEeTPOCIEKTUBHOTO
XapakTepa) B HaIlleM JICCTIeJOBAaHUM He
6bUIO KOHTPOJIBHOI I'PYIIIBI IalMEHTOB
¢ GonesHsio Ilepreca, a CpaBHUTENBHBII
aHaNMM3 IPOBOAVIICA C AAHHBIMM JINTE-
patypel. CiemyeT OTMETHTH CIIOKHOCTB
aJIeKBaTHOTO ~ IIOAOOpa  KIMHMUYECKOI
TPYNIIBI CPAaBHEHNS B CBS3M C T€M, UTO
3aKOHOMEPHOCTHU 3HXOHJPAIBHOTrO (op-
MUpPOBaHMA Ta300eIpPEHHBIX CYCTaBOB
npu RPL13-COM]I mMano m3ydeHsl, U Vc-
I0JIb30BaHNE B KauecTBe KPUTEPUs CO-
OTBETCTBMA XPOHOJIOTMYECKOTO BO3pacTa
3aTpygHUTENbHO. [anbHelimme paGoThl,
a TakKe IIPOBEIEHUE MUCCIENOBAHUA B
¢dbopmare «ciydait — KOHTPOJIb» IT03BO-

JIAT IIPEOOOJIETh MOaHHOE 3aTpyHaHEHIE.
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Tabnuua 2

CpaBHeHMe OCHOBHbIX PEHTIEHOIOrMYECKUX U KIIMHUYECKMX NpU3HaKoB 6one3nn Jlerra — Kanbee — Mepteca (BJIKM) u
CroHAMnoanMMeTadrU3apHo ANCnaasum, acCoLUMMPOBAHHOW C MaToreHHbIMM BapuaHTamMu B reHe RPL13 (RPL13-CaM[)

Table 2

Comparison of the main radiographic and clinical features of Legg-Calvé-Perthes disease (LCPD) and spondyloepimetaphyseal dysplasia
associated with pathogenic variants in the RPL13 gene (RPL13-SEMD)

Mpu3Hak
Sign

BJIKI
LCPD

KommeHTapwmit
Comment

RPL13-
cmMa
RPL13-
SEMD

KommeHTapmii
Comment

YMeHblLUeHMe Lee4Ho-
anadusapHoro yrna (coxa
vara)

Decrease in neck-shaft angle
(coxa vara)

Pa3BvBaeTcs BTOPUYHO, XapakTepHa Ansi
CTaiun OCTaTOUHbIX SIBNIEHNI
It develops secondarily and is
characteristic of the stage of residual
phenomena

++

bonee BbipaXkeHa, HOCUT
MpOorpeccupytoLLmii XxapakTep
More pronounced, progressive
in nature

CHWXEHMe BbICOTbI anndu3a
(coxa plana)
Decrease in height of the
epiphysis (coxa plana

++

Pa3BuBaeTcs BTOPUYHO, XapakTEPHO AJis
CTauM OCTATOYHbIX SIBNIEHUIN, MOXET
HOCWTb MPOrpeccupytoLLmnii XxapakTep

It develops secondarily, is typical for the

stage of residual phenomena, and can be

progressive in nature

+++

OTpaxaeT NnepB1YHbIN

naTTepH occuukaumm

It reflects the primary
ossification pattern

YKopoueHue Lenku
6eapeHHON kocTu (coxa breva)
Shortening of femoral neck
(coxa breva)

Pa3BuBaeTcs BTOPUYHO, XapakTePHO ANs
CTaiun OCTaTOUHbIX SIBNIEHWI
It develops secondarily, typical for the
stage of residual phenomena

+++

bonee BbipaXkeHa, HOCUT
MpOrpeccupytoLLmMii XxapakTep
More pronounced, progressive
in nature

YMeHbLUEHHbIV pasMep
anudun3a ronosku beapa
(Mnkpoanuuns)
Reduced size of the epiphysis
of the femoral head
(microepiphysis)

+/-

MoxeT HabnoaaTbCs B CTagnm
BOCCTaHOBJIEHUSA
May be observed in the recovery
stage

+++

Habntopaercs nepBuyHO,
OTpaXkaeT MepBUYHbIV MaTTepH
occudmKaumm
Observed primarily, reflects the
primary pattern of ossification

[Avcnnasusi BEpTY>XHON
BMaauHbI
Acetabular dysplasia

+/-

Pa3BuBaeTcs BTOPMYHO (peako),
XapakTepHa Ana CTaauy 0CTaTOYHbIX
ABNEHUN
Develops secondarily (rarely),
characteristic of the stage of residual
phenomena

++

HocuT nporpeccupytoLmii
xapakrep
It is progressive in nature

MoaBbIBMX M BbIBUX 6eapa
Subluxation and dislocation of
the hip

MoxeT chopMMPOBaTLCS SKCTPY3NOHHbIN
NoABbIBUX
Extrusive subluxation may develop

++

MepBUYHbIN AMCNIACTUYECKUI
XapaKTep, MOXeT
NporpeccupoBaThb

Primary dysplastic character,
may progress

®parmeHTaumns anudusa
Epiphysis fragmentation

+++

OpfHa 13 cTaguii TeueHus
One of the stages of the flow

++

OTpaxaeT nepBuYHbIN
naTTepH occuukaumm
Reflects the primary
ossification pattern

[IByCTOpOHHEE rnopaxeHue
Bilateral defeat

10-20 %

+++

[o 100 %
Up to 100 %

BoneBoli cuHApPOM
Pain syndrome

+++

OAViH 13 paHHUX KITMHUYECKNX MPU3HAKOB
One of early clinical signs

MoxeT nosBnATLCA B NO3AHNE

CTaguv pa3BUTUSI KOKCapTpo3a
May appear in the late stages
of coxarthrosis development

KoHTpakTypa cycrasa
Joint contracture

++

OAVH 13 paHHUX KITMHUYECKNX
NMPU3HAKOB, @ TaKXKe B MO3AHUX CTaAUAaX
npy pasBUTUN UMMUHAKMEHTA
One of the early clinical signs, as well
as in the later stages of impingement
development

MoXeT nNosBNATLCA B NO3AHNE
CTafuv pa3BUTUSI KOKCapTpo3a
May appear in the late stages
of coxarthrosis development.




Hamu He aHaIM3MPOBAIIICE JAHHbIE OPY-
IMX BU3YAIMSUPYIOLUIX ICCIETOBAHMIIL
(MarHMTHO-PE30HAHCHOI,  KOMIIBIOTEp-
Holl ToMorpadum). B mampHeliem mpu
paciIupeHny BbIOOPKY Lieecoo0pasHo

OymeT mpoBecTy IOJOOHOE U3yUEHIE.

3AKJIIIOYEHUE

RPL13-COM]I orpaxkaer oOuume 3aKo-
HOMEPHOCTY IIaTOJIOTMM OIIOPHO-JBIIa-
TEJIBHOTO allllapaTa Py HaCJleJCTBEHHBIX
3a00JI€BAaHMSAX CKEJIeTa, JAEeMOHCTPUPYS

pasnu4Hble HapyIIeHNsS SHXOHOPAIbHO-

ro GopMMpoBaHMSI KOCTell, MX BTOPIY-
Hele medopmanuy, KOTOpble MOTYT IIpHU-
BOAMUTb B TOM HUNCJIE K BO3HIKHOBEHIIIO
nedbopmupyolero ocreoapTposa. CBoes-
pemenHas nuddepeHImanbHas AUArHO-
CTHKa I TeHeTIUeCcKoe TeCTUPOBAHIE II0-
3BOJIAIIOT yYCTAHOBUTH IIPABIUIBHBIN HMa-
THO3, OL[EHUTH IIPOTHO3 TeueHus 3aboe-
BaHMs 1 M30€KaTh HeOOOCHOBAHHBIX BMe-
IIIaTeNIBCTB. B OTCYTCTBUeE UeTKUX KpuTe-
pueB auddepeHINaNbHON IUATHOCTIKI
RPL13-COM/ u BJIKII obias opdaHHas
HACTOPOXKEHHOCTh KJIMHILICTOB, B TOM

4IICIIe TPaBMAaTOJIOIOB-OPTOIIEIOB, TPeOy-
eTcs B CJIy4asix aTMIMUHOro teyeHus bJI-
KII, a Taxske mpu ee coUeTaHMN € OPYTOIL
IIaTOJIOTME}l OIOPHO-BUTATENILHOTO all-
rapara.

Nudopmanusa o puHaAHCHPOBAHII
U KOH(QINKTe MHTEPeCcoB
WccnemoBanme He MMeJIO CIIOHCOP-
CKOJI ITOAAEePKKY. ABTOPBI AEKIAPUPYIOT
OTCYTCTBUE SIBHBIX M IIOTEHI[MAJIBHBIX
KOH(JIMKTOB WHTEPECOB, CBA3AHHBIX C
yOamKaryei HacTOSIIIell CTaThIL.
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