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IMMOJABbIBUX B TA3BOBE/IPEHHOM CYCTABE
Y PEBEHKA C BOJIE3HBIO IIIAPKO — MAPU — TYCA
1 OCTEOOHUXOIUCILIAZUEN
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lpedemaeneno kaunuveckoe nabaodenue nayuenmiu 8 aem ¢ HeCcmaduAbHOCIMbIO Maz06edpen -
HbIX CYCmasos HA (hoHe 0BYX eHeMUHECKUX CUHOPOMOE — MOMOPHO-CEHCOPHOI Hegponamuu
Hlapico — Mapu — Tyca u ocmeoonuxoducnaasuu. Onucarnst 0codeHHOCMU KAUHUYECKO, PEHM -
CCHON0SUMECK O, HEBPON0UMECKOU KAPMUNBL 30001e6aHUA, OUAZHOCIUKU U NOOX0OA K AeHeHUI0.
Yenybnennoe obeaedosarue nozeoauwio pazpaGomams uHOUEUOYAALHBIN NAAH A€YEHUS U NPedon -
Bpamiime pa3eumue HegpoA0UeCKux 0CAONCHEHUI.

KnwoueBble cnosa: OCTCOOHUXOAUCILIA3uA, CUHIPOM «HOITEN — HAAKOJIEHHUKa», Ha-
CJACACTBEHHAA MOTOPHO-CCHCOPHAA HEBpOIaTus, T8.3063,ilp€HHpr'! CyCTaB, NMNOABbLIBUX Geﬂpa.

Hip Subluxation in a Patient with Charcot-Marie-Tooth Disease and Osteo-Onychodysplasia

[.Yu. Pozdnikin,|M.M. Kamosko|, D.B. Barsukov, O.V. Barlova

Turner Scientific and Research Institute for Children’s Orthopedics, St. Petersburg. Russia

Clinical observation of an § years old patient with hip joints instability against the background of
two genetic syndromes — Charcot-Marie- Tooth motor and sensory neuropathy and osteo-onycho-
dysplasia is presented. Peculiarities of clinical, roentgenologic, neurologic picture, diagnosis and
approaches to the treatment are described. Thorough examination enabled to develop the indi-
vidual treatment plan and prevent neurologic complications.
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HacnencrBennasi ocTeooHMXOomuCIIazus  (CuH-
IPOM «HOTTeli—HaJKOJIeHHUKa») — PpeaKoe TeHeTH-
YECKOe ayTOCOMHO-IOMMHAHTHOe 3alosieBaHue, BEI-
3BaHHoe aHomaJsmell B rene LMX1B 9-11 xpomocomsbl
¢ nedexToM DesKa, KOTOPBI UIrpaeT KIKYEBYI0 POJIb
B 3aKJAJKe OpPraHOB M3 ME3eHXMMAJhHOI TKAHNL
Cunnpom Betpevaetcs npubananurensso v 1 uz 50 000
HOBOPOKIeHHEBIX [1, 2]. B nurepartype umeercs MHO-
ro CMHOHMMOB AaHHOro 3aboneBanus — «Nail-Patella
Syndrome», 6Gonesnb (cuugpom) <Poura (Fong),
cuaapom Ocreppaiixepa (Osterreicher), cunapom
Turner—Kieser, OHMX0apTpo3 HACJEICTBEHHBIN,
JIACILIIA3UA DKTOIePMaJIbHO-Me301epMalibHaA 1 JIp.

ITeproe coobiienne o GosbHOM ¢ guerpodueii
HOTTEN M Jucrnnasmei ckeseta 0Oblio omybamMkoBa-
HO Chaterlain B 1820 r. B nocnexnyromem Hacaes-
CTBEHHYI0 TIpUPOAY 3aDoseBaHMA 1 TPUAAY CHMIITO-
MOB — aTpohuI0 HOTTeH, arniasnio HaIKOJeHHMKOB
11 BLIBUX TOJIOBKM Jy4ueBOl KocTn — B 1931 1. ommcan
W. Osterreicher. B 1957 r. W. Love u D. Beiler npen-
JIOSKMJIM TEPMMH «HACJEJCTBEHHAA OCTEOOHMXOJMC-
IIa3usA», KOTOPbIM Haubosee 4acTo NPUMEHAETCH B
HacTosAlee BpeM4 [3, 4].

3aboneBaHne OIMHAKOBO YaCTO BCTPEYAETCA Y
MY#KYIMH 1 okeHIH; B 88% cnyuaes oTMedaeTcs Ha-

CJIeCTBEHHBI xapakTep nartosoruy 1] Vismenenusa
HOTTell ABNAIOTCA Hauboaee IOCTOAHHBIM IIPU3HAKOM
curapoma (98% cayuaer). Hamte nmopaskatorea I i 11
MaJbl(bl KUCTH: HOLTM MOTYT OTCYTCTBOBaTb, OBITh
IMIONIACTUYHBIMIL,  peOpuCcThIMM, pacllellJIeHHbI-
Mi. BeipaskeHHOCTE M3MeHeHuit MakcumanabHa Ha I
naJjinlie 1 MuHMMaabHa — Ha V [1, 5]. KosmeHHble cy-
cTaBbl TopaskaioTes npumepHo B 70-75% caydaes.
HanrkosieHHMK MOKkeT ObITh TMIIOILJIACTHMYHBIM, He-
[IPaBUILHONM (DOPMBI MJIM OTCYTCTBOBATh. VIaMeHeHMs
JIOKTEBBIX CYCTaBOB XapPaKTepMU3yrwTcd AMCIIasuen
1 TUIIOILIa3Meli KOCTel, 4TO MOKeT IIPMBOINUTD K IO~
BBIBMXY MJIM BEIBUXY TOJIOBKM JIy4EBOM KOCTM.

B 1933 r. J. Turner u B nocnenyouiem E. Fong B
1946 r. onucanm uaMeHeHNnA (POPMBI TA30BbIX KOCTEN],
KOTOPbLIE ABJIAITCS MaTOTHOMOHMYHBIMM JJIA JaHHOTO
3abosIeBaHNA M BAKJIHUATCA B HAJIMYMM KOHMYECKNX
KOCTHBIX BBICTYIIOB Ha 3aJHeJaTepPabHON IOBEPXHO-
CTHU MOAB3AOLIHBIX KOCTell. I pyrue nsMeHeHnsa KocTen
Tasa BKIIYAKT M3MeHeHre )OPMbI IOIB30IIHbIX KO-
cTell — yAJMHEeHNEe TepeJHEeBePXHMX MOAB3I0IIHBIX
ocTeit, nepopMaliMi0 KPLIILEEB OIB3I0ITHBIX OCTEN 110
TUITY «yXa cJaoHa» [6].

Pesxe BeTpewaroTea Apyrue ckesleTHble aHOMa-
JIN TUIIeP3KCTEH3MM CYCTaBOB, PeKypBalmd,
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BapycHad WM BaJbrycHad AedopMalus KOJeHHbIX
cyeTaBoB, AedopManys TPYHON KJIeTKH, LIeliHble
pebpa, CKOIMO3, TMIIePJIOPA03 MOACHIYHOTO OTJe-
Jla TIO3BOHOYHMEKA, CIOHIMJIONMCTES, CIIOHAMIIONMIS,
spina bifida u gp. B 11es10M ke KIMHUYMECKNE TTPOSIB-
JeHns 3aboeBaHms JOBOJLHO pa3dHoobpasHbl Kak 10
gacToTe, Tak ¥ 1o takectu [1]. Hepposorinyecknmn
OCODEHHOCTAMH MALMEHTOB ABJIAIOTCS TOHMMKEHHA A
fosteBad 11 TeMIlepaTypHaA YYBCTBUTEJIBHOCTE, TH-
nepecresun [2].

[Mopaskenne TazobegpeHHBIX CYCTaBOB (JMCILIA-
3115, MOABBIBUX, BBIBUX Oeqpa, BasbrycHasd gedpopma-
1A Lleek) Npu HacJleICTBeHHON 0CTEe00HUX0AMCILIa-
31 He ABJAETCH 0JJHO3HAYHO XapakTepHbM [1, 7, 8],
OJHAKO B NPaKTHKe Mbl HaDJIIOIAIN HECKOJLKO ce-
MeiHBIX caydaeB coxa valga bilateralis y maunenToR ¢
JaHHbIM 3a00J1eBaHMEeM.

Indpcbepentyianbiad  IMarHOCTHKA ITPOBOIUTCH
¢ takumu 3aboseBaHMAMM, Kak cupapom Crorra —
Taopa (cHIPOM MaJEHBEKOTO HAJKOJIEHHNMKA ), CHHAPOM
Meitepa — lopanna, PTLAH-cunapom, renmnrona-
rTesnApHbll cuagpoM, DOOR-syndrome, Tpucomusa 8
(cunapom Bapraun), Coftin—Siris syndrome u gp.

boaesnn Illapko — Mapu — Tyca (BIIIMT,
Charcot — Marie — Tooth disease) — HacaencTBeH-
Haf MOTOPHO-CEHCOPHAs HEeBPONaTHUA — HEeBPOJOTH-
yeckoe 3adoJsieBaHie, BliepBble onucanHoe B 1886 r,
Ipyu KOTOPOM HabJsoJaeTcA IopaskeHMe MuesHa
MOTOCEHCOPHBIX BOJIOKOH, YTO NpOABJAeTcA cJabo-
CTBLIO M aTpoduelt AMCTaIBLHOM TPYIITLI MBI HUMK-
Hux KoHedHocred [9—17]. Bonesap Mlapko — Mapn
— Tyca — oxHo nz "Haubosee pacnpoCTPAHEHHBIX
HaCJIe/ICTBeHHBIX HeMpOMBbIIIeyHbIX 3aboseBanmii,
KoTopoe BeTpedaereda y 36 uz 100 000 vesioBek u xa-
pakTepu3yeTcHa KIMHUYECKO 1 reHeTU4YecKoli rete-
poreHHocThi0. Hanbosee wacro Berpevaercsa dopMa
1A zabonepanus (no 80% cayuaes) ¢ ayTOCOMHO-T0-
MMHAHTHBIM TUIIOM HacJae0BaHUs, B OCHOBE KOTOPON
JIEKMT OYILIMKaUuA B JIokyce 17pll.2 B TO Bpems
KaK TOYeYHbIE MyTallMM PETUCTPUPYIOTCA BO MHOTHX
reHax, HO, KaKk IPaBuUJIO, MX YaCTOTA HEBBICOKA M He-
penKo oHM VHMKAJIbHEL [18—-23]

Pannsasa quarnocTuka 3aTpyiHeHa B CBA3M C IPOTH-
BOPEUMBLIMM KJIMHUYECKUMM NTPM3HAKaMM 1 He3Haun-
TEeJbHOI BLIPAXKEHHOCTBLIO CHMMIITOMOB 3abojeBaHud.
F'unoTpocus 1 cHUYKEHNe CHJTBI MBI e POHeaIbHO
IPYHIIBI 1 cTOI 0DYCJIOBJIMBAIOT OCHOBHBIE KaJIOOBI
Mal[IeHTOB — IIOBLIIIEHHYI0 YTOMJIAEMOCTh NIPU -
TeJIbHOI X0Jb0e, HeyCTONYMBOCTb, YaCThle CIIOThIKA-
HIUA, 3aTPyAHEHMe [OAbeMa M CIyCcKa IO JIeCTHMIIE,
NPBIKKOB. IIporpeccupyomas rMnoTpodua MBI B
[OCJIEAYIOLIEM MIPMBOAUT K AehopMaluy CTOI (BBICO-
KMI CBO, KOrTeoOpasHble MaJblbl), a OX0/IKa TpKrod-
peraeT xapakrep crenmnaa [9, 12, 18]. HauanbHbIMHK
KJVHMYeCKMMI CUMIITOMaMu 3a00/ieBaHuA ABJIATC
TPYZAHOCTH IIPK THIIBHOM CrubaHMM CTONBI M Hapylle-
HM€ YYBCTBUTEJLHOCTM B IMCTAJBHBIX OTAEJax KO-
HEYHOCTH II0 THIIY «HOCKOB». CHIDKEHME CYXOMKMJIb-
HBIX pedJIeKCOB B IMCTAJBHBIX OTJeJaX KOHeUHOCTel
1 BMOPALIMOHHOM YyBCTBMTENBHOCTHM OTMedaeTcs B
70—80% cnyuaes [11, 12, 24—26].
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¥ 10% BosbHBIX KIMHMYECKNe TPoABIeHNA 3aboe-
BaHMA MMHMMAJbBHBI U IMaTHOCTUKA BO3MOYKHA TOJILKO
P TIIATEIbHOM KJIUHHYECKOM U 3JIeKTPOMUOrpachu-
yeckoM obcsenoBannn [26]. XapakTepHbIM NPHU3HAKOM
1IpM 9TO ABJAETCA CHIMKEHME CKOPOCTeN NMpoBeieHus
umnyabsca (CIIM) no nepudepuyeckum nepsam. Tak,
0 CPeIMHHOMY HEPBY 3TOT II0Ka3aTeNb BAPbUPYET OT
25 o 35 m/c (Hopma 57,7+4,9 m/c).

Hedopmalinm KocTel ¢TON pacleHUBalTCea 60Jib-
IIMHCTBOM HcclefoBaTesell Kak o0JIMraTHBIN TIpu-
aunax BIIIMT I tuna 1 JoCTaTOYHO NOAPOOHO OMMUCaHEI
[3, 8, 27]. 11, manipoTuB, B OTeUeCTBEHHON JuTEepaType
MbI He BCTPeTH M PaboT, OCBAIEHHBIX JICYEHUIO e~
Tell ¢ HapylIeHHMeM COOTHOLIeHuH B razobeqpeHHbIX
cycTagax rnpu JaHHOM 3adosieBaHuy. BaauMocesass Ta-
KMX HapYIIeHMIA ¢ HaCIeCTBeHHO II0JMHeponaTreni
Briepeble Goina otMedena S. Kumar u coast. B 1985 .
[28]. B nybimranmMaAX rocaeyIOMINX JIET aBTOPLI yKa-
3BIBAIOT, YTO TaKMe HAPYIIeHMA B Taz00eIpeHHOM Cy-
cTaBe y JaHHOI KaTeropuu 00JbHBIX BBIABIAITCA He
peske uem B 10% nabmoennii, 3aH1MMaA Ipy 3TOM BTO-
po€e MeCTO TI0 HaCTOTe NMopaykeHns nocie nedopMarii
crom [29—33]

Ilesis HacroAlel paboTbl — omucaTh OCHOBHBIE
OpTOIEeNO-HEBPOJIOTHYeCcKNe 0coDeHHOCTH NaliieHTa ¢
VHUKAJIbHBIM COUEeTaHMeM ABYX HACJEICTBEHHbIX CIH-
IPOMOB J HAIIETO NMOAX0/a B JleueHn BOJIbHOI.

Mon Hawwm HabnoaeHnem B OTAENEHWW NaToNorm Taso-
GenpenHoro cyctasa HUOOW um. W, TypHepa Haxoounach
naumeHTka B. B BO3pacTe 8 net ¢ ABYCTOPOHHUM MOBLIBUXOM
Benpa Ha HOHe MOTOPHO-CEHCOPHOW Hesponatuu LLapko —
Mapu — Tyca 1 0CTe0OHUXoANCNNa3un.

AHamHe3 3abonesanvsi. PebeHok 0T nepBoi BepemMeHHo-
CTW, NPOTEKABLUEN C XPOHWYECKOW BHYTPUYTPOBHOIA rMNoK-
cwell nnoga. Poael B CPOK ECTECTBEHHBIM MYTEM B FONOBHOM
npeanexaduu, ctpemuTensHele. Macca npw poxaenun 3170 T,
anvHa Tena 51 cm, oueHka no wkane Anrap 7/9. Beinucana
13 POOVNBHOrO Aoma Ha 3-u cyTku. [pr nnaHoBOM ocMoTpe
creunannuctaMmm Ha NepPBOM roaly XU3HW OTKIOHEHWIA HE BbISB-
neHo. CKpUHWHIroBOE COHOrpaduyeckoe nccnenoBaHne Taso-
6eapeHHbIX CYCTAaBOB B MEPBbLIE MECALbI XU3HU He NPoBOAN-
Nnock. PaHHee NCMXOMOTOPHOE PasBnTUE Mo BO3PacTy; CUOMUT C
5 mec, xoauT 6e3 nogaepxku ¢ 1 roga 2 mec. CemeHas ucTo-
pus 6e3 ocobeHHOCTENR.

B 5 net maTb obpatuna BHYUMaHWE Ha U3MEHEeHWe (hopMbl
KONEHHbIX cycTasoe pebexka. B 7 net annasma HaaKoNeHHVKOB
NoOATBEPXOEHA PEHTIEHONOMMYECKKN; OTMEYEHO TaKXe U3MEHe-
HWE HOrTeBbIX NNACTUHOK |-Il naneues kucTn. Mo COBOKYMHOCTK
KIMHUYECKUX NPU3HaKOB YCTAHOBMEH AMAarHO3 OCTE00HMXOON-
cnnasvv. B pansHelwem poauTen 0TMeYany NoBbILLEHHYIO
yToMNsemocTb pebeHka npu AAMTensHoON xoabbe u Hapylue-
HWE MOXOOKW B BWOE HEYCTOWYMBOCTW, YaCTbIX CMOTbIKAHWIA,
PenTrenorpadus TazobepeHHbiX CYCTaBOB BbiABWIA HAPYLIEe-
HWe COOTHOLLEHWI B CyCTaBax B BUAE NoaBbIBMxa Benpa ¢ aByx
cTopoH. Mpu obcnenoBaHuy B WHCTUTYTE OAHHLIE B/1EKTPO-
dbusnonormndeckoro o6cnefoBaHns (CHUXEHUE CKOPOCTM Npo-
BeAeHWa MMnynsca no nepudepryecknm Hepeam) No3soanm
3anoao3puTb MOTOPHO-CEHCOPHYH HEBPONATUIO.

[ns yTouHeHWa OWarHo3a v OUEHKM AMHAMUKA HeBPOO-
rMYECKMX HAPYLLEHWIA, B YACTHOCTU A1 UCKIOUYEHWS THXENbIX
¢GOpM MOTOPHO-CEHCOPHBIX HERPONAaTWA, CONPOBOXOAKLLIMX-
Csl HapyleHWeM seretaTueHbIX QYHKUMA, NauMeHTKky Hadno-
danu amOynaTopHO. Ha OCHOBaHMW A@HHbLIX KIMHWUYECKOro,
3N1eKTPOGU3NONOrMYeckoro nccnegoeavuin 1 JHK-aHanuaa,
BLIMOMIHEHHOTO B MeAuKo-reHeTYeckoM Hay4yHOM LeHTpe
PAMH (MockBa), CUMHOPOMBI OCTEOOHWUXOAUCMNA3UN U MO-
TOPHO-CEHCOPHOM HeBponatuu | Tuna Gbii NOATBEPXAeHbI.
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MonekynsipHO-reHeTUHECKMM METOAIOM BbIfiBMIEHA AynivKaums
B reHe PMP22 B xpomocome 17p12.

B BospacTe 8 neT NauMeHTka rocniTanmanposada B MHCTH-
TYT A0S XMPYPrHecKoro neveHns. Mpw nocTynneHnn npeabsis-
nsinaxanobbl HA HAPYLLIEHWE NOX0AKMW, YCTanocTk U yMEpPEHHbIe
Gonu nocne ONUTENbHOM xoapbbl, Wendku B Ta3obenpeHHbIx
cycTasax.

06wbekTuBHbIG cTaryc. Pebenok xeHckoro nona, 8 ner, Te-
NOCNOXEHWE ACTEHWUYECKOE, NOHWKEHHOro nNuTaHus. KoxHble
NOKPOBbI W BUOMMBIE CIU3UCTbIE OBbIMHOW OKPACKW, YNCTbIE.
Mepudepuyeckre nMMGaTUHECKUE Y3Mbl HE YBENNYEeHbI. TOHbLI
cepaua 4vcTble, LWYMOB HeT. [bixaHue BE3WKYNapHoe, Xpu-
noe HeT. XuBoT markuid, 6e300ne3HeHHbIM NPy nanbnauwvn.
Juncnencuyecknx paccTpPONCTB HeT.

Optoneau4eckiii cTatyc. XOAWT CaMmoCTOATENBHO; NOXOA-
Ka HeyBepeHHas, ¢ TEHAEHUMEN K HapyxHoW poTtauun Genep,
C anemeHTamu ctennaxa. Xoapba Ha naTkax 3aTpyaHeHa. Ocb
NO3BOHOYHWKA NPaBWNbHAA; 0CaHKa BaAnas, GU3nonoruyeckmne
narnbbl He WU3MeHeHbl. YMEpPEeHHO Bnanas rpyaHas KieTka.
OtmeyvaeTcs 0b6wias runepmModbrnbHOCTL CycTaBoe. MimeeT me-
CTO U3BbITOYHAS amMNAMTY4a ABVXEHWA B MNeYeBbIX, NOKTEBbIX
(nepepasrubaHme), Ny4e3anacTHbIX CyCTaBax, Ba/brycHas ae-
dbopmMaums B NOKTEBLIX cycTaBax 25" (puc. 1).

Manbupl KNCTEN KOHMYeCcKon GopmMbl. JBYCTOPOHHEE CUM-
METPUYHOE M3MeHeHue hopMbl HorTel -1l nanbues knetn —
rvnonnasus, AMCTPOUYECKNE U3MEHEHUS UX, PACLLENNeHune;
CrNaXeHHOCTb KOXHbIX CKNafoK Ha AUCTalbHbIX MexXdanaHro-
BbIX CycTaBax (puc. 2).

OeuxeHus B TazobedpeHHbIX CycTaBax: nonHas amnantyaa
C yBenu4yeHvnemM BHyTpeHHen potauum 6enep ao 80°. YmepeHHasn
H0Ne3HEHHOCTL NPY ONPeaeneHuy UMNUHOXMEHT-CUHAPOMA,;
wenykn B TazobenpeHHbIXx cycTaBax, Oofblie BblpaXeHHble
cnpasa. Mpy Nanbnauuy B ArognyHon obnactu, Ha Kpbibax
NoAB3A0LWHONA KOCTU ONpeaensoTcs ABYCTOPOHHWE CUMME-
TpudHble 6e360Ne3HEHHBLIE KOCTHBIE BbICTYMbI. OTCPOYEHHBIN
cumnTom [iowena — TpeHpenexwBypra cnabo NoNoxuTeNb-
HbIl, Bonbwe crnpasa. TecT Thomas oTpuuaTenbHbIN.

PopmMa KONEHHbIX CYCTAaBOB W3MEHEHa; KOHTYPbl HaaKO-
fneHHuKa He onpenensTea (puc. 3). JBWXEHWS COXpaHeHbl
NONHOCTLIO, BeszbonesHeHHble. BOKOBbIE M KpecTooOpasHble
CBA3KW CcTabunbHbl. OTMEYaETCH HANPSXXEHWE axnnnosa Cyxo-
XUNKUA C TEHOEHUMEN K 3KBUHOBAPYCHOW AedopMauin CTonbl.
CrubaHue yMepeHHO OrpaH14eHo.

Hesponorudeckuii cratyc. MbIWEYHbIA TOHYC CHUXEH B
OUCTaNbHLIX OTAENax HUXHWX KOHe4HocTel. CyxoxunbHble

Puc. 1. Banbrycnasa nedopmanmsa u nepepasrudbanme
B JIOKTEBOM CYCTABeE.

Puc. 2. VIamenenns Horreit [-1II nasnbier kuetu npu
HACJIeICTBEHHON OCTEOOHMXOAMCILIAZUI.

Puc. 3. BHemnMit BuJ KOJEHHBIX cycTaBOB. KoHTYpBI
HAJIKOJIEHHMKA OTCYTCTBYIOT.
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pednekcsbl BEPXHWUX KOHe4YHOCTen xumeble, D=S. B HMXHUX
KOHEYHOCTAX: KOSIEHHblE pediekCbl He Bbl3blBAIOTCH, axwn-
noBbl pednekcel 6e3 ocobeHHocTeln. YmepeHHas Oupgya-
Has MblwevHas runotoHua. OTmedaeTcs PaccTpoWCTBO MNO-
BEPXHOCTHOW YYBCTBMTENLHOCTU MO MNOJAMHEBPUTUHECKOMY
™Mny. MameHeHwii BUBPaUMOHHOW Y4yBCTBUTENBHOCTU OOCTO-
BEPHO HE BbISIBNIEHO, BO3MOXHO, B CMAy Bo3pacta pebeHka.
duanonornyeckne oTnpasBneHns B HOpPMe.

Pesynetatel OKI, oueHkM GYHKUMM BHELUHEro AObixaHusi
6e3 nameHeHnin. OpraHbl OPIOLWIHOM NONOCTK, MOYKK 1 OpraHbl
Manoro Tasa cornacHo gaHHbiM Y3W 6e3 axoCTPYKTYPHbLIX 13-
MeHeHui. JlaBopaTopHble nokasaTeny (KIMHUYecKunil n Broxm-
MWYECKMIA aHann3bl KPoBuW, 00LWMIA aHanu3 Mo4un) B npegenax
HOPMBI.

Mo pgaHHbIM 3neKTPodU3MoNorMiyeckoro obcnenoBaHns
0TMEYaKTCs MNPU3HaKM PacnpoCTPaHeHHOW AeMUuenHesun-
pyloLLEin NONMHEeRponaTuM C NopaxeHuem MOTOPHBIX W CeH-
COPHbIX BOJIOKOH BEPXHMX WM HVKHWUX KOHEYHOCTeil. CkopocTs
NPOBEAEHNS UMNYNbCA NO MOTOPHBLIM BONOKHaM CPeauHHOro
Hepea cocTasnaeT 17-20 m/c (Hopma 57,7£4,9 m/c), no ceH-
COpHbIM BonokHaM — 8-18 m/c (Hopma 65.8+3,1 m/c); no mo-
TOPHLIM BONOKHaM Mano6epLoBbix Hepeo — 11-14 m/c (HOp-
ma 52,0£6,2 m/c).

JaHHble Ny4eBbIX METOA0B UCCeA0BaHNS
(peHTreH, KT)

JlokTessle cycTaBsl. OTMEYaeTca rurnonnasnsa KkocTei, ob-
pasyloLwmx NokTeson cyctas. Cnesa: ynnoweHve 6noka nneve-
BOW KOCTW; CrNaXeHHOCTb NOKTEBOr0 M BEHEYHOr0 OTPOCTKOE;
HapYXHbIA NOABLIBUX rONOBKW NydeBoi kocTu. Cnpasa name-
HeHus Bonee BbIpaXeHbl: ONPEeAeNseTCs BbIBUX FONOBKM NyYe-
BOW KOCTU (puc. 4).

KoneHHbie cyctassl. VIMeloT MecTo annasua HaakoseH-
HUKOB, M3DbITOYHAS CKOLUEHHOCTL naTepasbHbiX MblILLENKOB
BenpeHHbIX KOCTeR, pacluMpeHne MEXMbILLEIKOBbIX AMOK
(puc. 5).

TazobenpeHHbie cycTaBsl. OTMEYaeTcs HapylleHue CooT-
HOleHW B cycTasax. Yron LWapna 53° cnpasa, 56° cnesa; coxa
valga (MCTUHHBIA weeyHo-anadwmsapHed yron (LWAY) 1507
D=S), meueHTpaumsa W noagbisuMx Degpa nNpu CTeneHn KocT-
HOro nokpseiTua (CKM) 1/2 cnpasa u 2/3 cnesa; yron Bubepra
0° cnpaBa u 14° cneea; paspbiB NuHUKM LLleHTOHa ¢ ABYX CTO-
poH. Ha dyHKUMOHANBHOW PEeHTreHorpaMmme C OTBEAEeHUEM
N BHYTPEHHel poTaunein Befep ronosBku yOOBNETBOPUTESNb-
HO UEHTPUPYIOTCA BO BnaawHax (pwc. 6). Ha komnbioTepHOM
3D-TomMOrpamme HarnsaHo BU3yanua3mpyrTca W3MEHeHUa co-
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Puc. 4. PenrreHorpaMMbl JIOKTEBBIX CYCTABOB B [IPAMOI
(a) 1 BoroBoOI (6) TPOEKIMAX.

Puc. 5. PeHTreHorpaMMbl KOJIEHHBIX CYCTABOB B PAMOII
(a) u 6okOBOI (0) MpOEKIUAX.

Puc. 6. PenTresorpaMmbl Tazobe ipeHHBIX CYCTABOB B IIe-
peJHe3aHell NPOeKUMH (a), ¢ OTBEAEHUEM U BHY TPEeHHe!
poranueit Sesiep (6), B npoekimm Lauenstein ().
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Puc. 7. Komnsrorepueie
3D-romorpamMmel Tazo-
OeIpEHHBIX  CYCTABOB.
M3meHeHus  Ta30BbIX
KOCTel TIpM  HacJen-
CTBEHHONM OCTEe00HUXO0-
JAUCILIIA3M1U.

OTHOLWEHWN B cycTaBax, ¢OpMbl KOCTEN Tasa
W ONPenenstTCs ABYCTOPOHHWE CUMMETDINY-
HbIE KOHMYECKME KOCTHBIE BbIPOCTLI Ha 3aHe-
OOKOBOW MOBEPXHOCTU LEHTPANBHOW 4acTu
KPbI/IbEB NOAB3A0LLUHBIX KOCTEN (pUc. 7).
Xupypruyeckoe neyeHue
MokazaHWem K XUpYpruyeckomy neve-
HUID SBUNOCH HapyLeHWe COOTHOLUEHWIA B
Ta3obepeHHOM CycTaBe B BMAE NOOBbLIBMXA
Bepnpa. MMNepBbiM 3TAaNOM XMPYPruyeckoe Bme-
LIATeNbCTBO BLINOAHEHO Ha TazobegpeHHOM
cycTase cnpasa, rae HapylweHus Dbinn Gonee
BblpaxkeHsbl. YrnoobpasHelil BoK0BOIR NOCTYN K
TazobenpeHHOMY CYCTaBy B MNofioXeHun 60nb-
HOW Ha BOKY OCYLWECTBAANM NO ECTECTBEHHbIM
MEXMbILLUEYHBIM NPOMEXYTKAM ANA MUHWUMM-
3aumn Tpasmbl TKaHeW. BeinonHanu koppu-
rMPYIOLYIO  (AETOPCHMOHHO-BapU3KpPYIOLLYIO)
MeaManu3anpyioLLylo YKOPaYneaLuLly 0cTeo-

Tomuio 6egpa 1 ocTeoToMUVIO Tada no Salter. @parmeHTsl Tasa ueHTpuposaHa BO BnaaunHe npu CKMN=1; nuHmna LLleHToHa He-
B MONIOXEHWUW KOPPeKkumn Gukcrposany cnvuamm KupliHepa, npepsiBHa (puc. 8, a).

NCNOoNL3ya ayToTpaHcnaaHTar u3 avapunsa 6eapeHHORn KoCTu Mocne onepauny UMMOBMNN3ALIMIO KOHEYHOCTW NPOBOAM-
ans yoepxaHna dparmeHToB 1 00ecneYeHns HeNpepsLIBHOCTU NN NONYTOPHON KOKCUTHOW MMNCOBOR MOBA3KOW B MOJMOXEHWNW
Ta30BOro Konbua. ®Pukcaunio GparmeHToB Heapa OCyWecT- oTeeneHus Benep 25° u crnbaHns B KONEHHbIX 1 Tazobeapex-
BAANM yrnoobpasHon nnactuHon npu LLUAY 135°, yrne aHtesep- Hbix cycTasax no 20° 8 Teyenune 10 gHelr. B nocnenytoliem npo-
cumn 15° 1 Mmegmnanuaauunm auctaneHoro pparmenta Ha 1/3-1/4 BOOAWAW Ne4ebHYI0 MTMMHACTUKY B KOMMNEKCE C Kypcamu du-
nonepevyHrka gunapunsa. PEHTTEHKOHTPOMb HA ONepaunoHHOM 310TepaneBTUHeCKNX NPoUenyp (3N1eKTPOCTUMYNALMS MbILLL,
ctone. Nonoxenve ¢pparmeHTos ctabunsHoe. fonoska Geapa aNekTpodopes) N maccaxem, HanpaBneHHbIX Ha yny4lleHue

Puc. 8. PenrrenorpamMmbl Ta300e ApeHHBIX CYCTABOB HENOCPEACTBEHHO MOCIE OIePalii cnipaBa (a) i caiesa (6).
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Puc. 9. PeaTrenorpaMMel TazobeIpeHHbIX cycTaBoB depes 1 rog 6 Mec nocse onepawuy cjaesa B nepeHesaHel IpoeKLyn (a) u B

npoeruun Lauenstein (6).

COCYAMCTON 1 HEPBHOW TPODUKK, YKPENAEHNE MbllLL, NOCTe-
neHHoe BOCCTAHOBNEHWE amnauTydbl OBMXEHWA B Tasobe-
OPEeHHOM CcycTaBe.

[ansHeiiluee KOHCEpPBaTUBHOE JEYEHMe OCYLIECTBAANN
ambynatopHo. Mpu KOHTPONBHOM OCMOTPE MNaUWMEHTKW Yepes
4 Mec nocne eMellaTenbcTBa xanobel Ha 6onn OTCYTCTBOBA-
nv; aMmnanTyfa OBWXKeHW B TazobepeHHOM CycTaBe cnpasa
Bbina NofHoN. PEHTreHONorM4eckn COOTHOLLIEHWA B MPaBoM
TazobenpeHHom cycTase npubnuxexsl Kk Hopme: CKMN=1; yron
Bubepra 35°; yron BepTukansHoro coorsetctsma 90°; nepsuy-
Has KOCTHAA KOHconugaums MecT ocTeotomuid. CTpykTypa
KOCTHOW TKaHW yA0BNEeTBOPUTENbHAs.

[OuHamMu4ecKoe HeBponornyeckoe HabnoaeHwe, NaHHbIe
M, BHMT He BbIgBUNK OTPULATENBHOW AMHAMUKK. HanpoTus,
OTMEYEHO HEKOTOPOE YBENNYEHWE aMMNUTyObl ANeKTporeHesa
MccnenoBaHHbIX Mblll, BTopeiM 3Tanom aHanoruyHoe xmpyp-
rUYeckoe BMeLaTenbCTBO BINONHEHO Ha Ta3obeapeHHOM Cy-
ctase cnesa (puc. 8, 6).

Yepes 6 mMec nocne xMpypru4yeckoro BMeELLaTenbCcTea Ha
NEBOM TazobDeApeHHOM CYCTaBe yaaneHbl MeTaNoKOHCTRYK-
. CrabunbHocTb TasobeapeHHbix CYyCTaBOB BOCCTAHOB-
neHa, NonHas KOCTHAA KOHCONWAAauMs MecT OCTEOTOMWA.
PazpelueHa J031MPOBaHHas ocesas Harpyaka (puc. 9).

B macrosmiee Bpemsa BIIMT ssasercsa Heusse-
quMbIM 3aboJieBaHMEM, OIHAKO TedeHue Ipolecca
B DOJIBIIMHCTEE CJIYYaeB MeJJIeHHO IIPOTrpeccupyio-
miee, He NPMBOJAAILLNEe K TAMKENO0N MHBAIMAM3aLNK,
M03TOMY GOJBIINHCTBO DOJIBHBIX OCTAETCA Mo aMOy-
JIaTOPHBIM HaOJIIOIeHNeM Ha IPOTAMKEHUN BCeil 33~
un[9, 10,12, 18].

IlpuunHa 1opaseHusa Tas3oDeIpeHHbIX Cycra-
gos npu BIIMT ocTaerca 10 KOHLA HE M3YYEHHON.
BrICcKa3blBAKTCA IPEANoNIoMKeHna, 4YTOo Tporpec-
CHUPYIOLLME HEPBHO-MbIIIEYHbIE HApPYIUEeHMA Ipu-
BOIAT K caabocTM MbIILl 06jacTy TaszobepeHHOro
cycTaBa, B HACTHOCTM AJIyKTOPOB M pasrubareer.
WMcenenosatenu [34, 35) mpuim K BbIBOLY, UTO MPHU
pOKIeHNM y TAKUX DOJMbHBIX Ta300e/{peHHbIe CYCTaBbI
cTabuapHbl, a HOABLIBMX Oespa 1 nedopmalus BepT-
JIY3KHOJM BIAOMHBI Pa3BMBAIOTCA BTOPUYHO I10 Mepe
pocra pebeHKa.

Hapy1eHns COOTHOIIEHNMI B Ta300e/IpEHHBIX Cy-
crasax npy BIIIMT ¢ BoapacTom pebeHKa Iporpeccu-
PYIOT; KIVMHUYECK) 0TMeYaeTcs yXyALeHNe ITOX0IKN
1 BO3HMKHOBeHue bGoJseBoro cusgpoma [29, 36—39]
BasxHOol1 0c00eHHOCTBIO ABJIAETCA TO, YTO JI0 ITOAPOCT-
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KOBOTO BOBPACTA WM BTOPOro-TPeThero AecATUIe TH
sk1M3HN 3ab0JeBaHe 4acTo MpoTeKkaeT becCMMITOMHO
M RJIMHIYeCKue TTPU3HAKY HAPYIIEHNA COOTHOLIEHNN
B TasobenpeHHbIX cycraBax y gereli ¢ BIIMT mo-
ryT CcTaTh [EPBBIM IPOABIeHMEM HeDJArOIoy N
[28, 35, 40]. B aroi cBA3M PAJ aBTOPOB CYMUTAET, YTO
BOIPEKHM CJIOIKUBIIMMCH MIPecTaBJIeHUAM HeBpOIa-
TUA He BCErna 0JKHA TPaKToBaTbCA KaK IIPOLecc,
MOPAasKAOIINI MCKIIOUUTENbHO JIMCTAJbHBIE OTAENb
KoneuHocrei [7, 33).

[TpuHIMIB! XUPYPIUUeCKOoil KOPPeKIyy Hapyle-
HUI COOTHOIIEHWHA B Ta3obeJpeHHbIX CyCTaBax y fe-
reit npyn BIIMT B rjenom cxogHbl ¢ TAKOBBIMM NPH
JICYeHUM BPOSKJIEHHO QUCIIa3uy CycTaBos. B 3sa-
BUCHMOCTHM OT BO3PAacTa MNalMeHTa NPUMEeHAIT [eHT-
pupyole Koppurupywole octeoroMmy OegpeH-
HOI KOCTM M TPAHCIO3UINMM BEPTIY}KHOM BIaIMHbI
nocse omepaimy Salter, TpoliHoi ocTeoToMuu Tasa
yuay  BepHckoil  nepualleTabysApHO  0CTEOTOMMU
[36, 41]. OcreoToMms Taza 1o Salter, o HaleMy MHe-
HUIO, ABJIAETCH ONTUMAJIBHBIM CIIOCODOM KOPPERIH
OPOCTPAHCTBEHHOIO IIOJIOMKEHNA BEpPTJYKHONM BIa-
IMHBL U AeduLMTa TMOKPBITUA TOJOBKM OeapeHHON
KOoCTH y meteii 1o 7—9 eT. ¥ meTeli ctapiuero sospacTa
U TIOOPOCTKOE BO3HUKAET NOTPeDHOCTL B MIPOBE/IEHNN
Bosee 0B BLEMHBIX OTIE PALIMIL

ITo pauubIM 3apy0OeskHOM JIUTEPATYPBI, XUPYPrU-
YeCKye BMeIIaTeNbCTBa Ha Ta300eJpeHHbIX CyCcTaBax
y naipenTos ¢ BIIMT conpoBo:aaloTcs BBICOKOI da-
CTOTOIT HEBPOJIOTMUECKUX OCJOMHEHM, B HaCTHOCTH
HeBponaTui MasodeproBoro Hepea (42, 43).

YuuTBbIBAA BbIIECKa3aHHOe, OCODEHHOCTAMM Ha-
IIIET0 TIOAX0A K JIEUeHUIO JaHH0i 00abHO ObLIn:

Ha dTalle [IpeJolepaliOHHONM IOArOTOBKM!

— yrouHenne (pOpPMbI HelpoMbIIIeYHOrO 3abosie-
BaHMA, OIIEHKA MHAMWKIM HEBPOJIOTUYECKUX HapyIIe-
HUINA,

— MeMKaMeHTO3HadA peonepaloHHasd Tepanmsd
IJIA MPOMPMIAKTUKY BO3HMKHOBEHMA HEBPOJIOTUME-
CKMX paccTpoiicTB (Merabonndeckas, aHTUMOKCHIAHT-
Haf Tepanusd, BUTaMUHEI Ipynsl B);

WMHTPAOIepPaIoHHO:

— pmocTymn K Taso0eJpeHHOMY CyCTaBy IO ecTe-
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CTBEHHBLIM MEKMBIIIEYHBIM [POMEMYTKAM; MUHU-
MaJIbHas TpaBMaTHM3allMA MATKMX TKaHeil, cocymm-
CTBIX, HEPBHBIX 00pa30BaHMIL;

— YKOpa4yMBalolllasd 0cTeoToMusa BeIpeHHol KoeTn
M TEHOTOMMM MBILIL (IIPM HEOOXOAMMOCTH) JIA TeKOM-
IIPEeCCUH CyCTaBa,;

— TIIATEJILHBI reMocTas ¥ APeHMPOBaHMUe PaHbl
JJ151 IPeJIOTBPAlleHUA BOZHMKHOBEHU KOMITPECCUOH-
HOI HejiporaTuu,

B [TOCTIE0NepalMoHHOM ITeproie:

— COKpalleHMe CPOKOB MMMOOMIM3allin — uc-
[OJIb30BAHME KOKCHUTHON TMIICOBOM IOBA3KM TOJBKO
Ha [epuoj MocIeonepanMoHHoro 60JIeBOTO CUHAPOMA
(1-1,5 nem);

— paHHee BOCCTaHOBUTENbHOE JedeHne — Jnede-
Has (PU3KYILTYPa (AKTUBHBIE 11 TACCUBHBIE IBMMKCHUA
B Ta300eIpeHHbIX CyCcTaBax), Maccask.

3akmoyenne. JlaHHble INTEPATYPLI 1 ITPeCTaBIeH-
HOE KJIMHUYEeCKOe HaDJII0/IeHe YKa3bIBAI0T Ha HE0DX 0~
OUMOCTb KOMILIEKCHOIO OPTONEN0-HEBPOJIOTUYECKOro
oDCJIeIoBaHMA 1 ONPeJeeHNA TAKTUKY JIEUeHUA Ia-
LMEHTOE € [10J00HBIMM IOPOKAMI PA3BUTHA JJIA IPe-
OTBpallleHns PasBUTHUA HEBPOJOTMYECKMX OCJIOMKHE-
Hwii. Cpeliu oTeYecTBEHHBIX OPTOIEN0B TPajAMIMOHHO
CJIOFKIIIOCE HACTOPOYKEeHHO-HETATUBHOE OTHOIIEHME K
PEKOHCTPYKTUBHBIM ONlePaTHBHBEIM BMENIATEILCTBAM Y
BospHbIx ¢ BIIMT. MbI cunraeM, 4T0 B OA0GHBIX CJIy-
YaAxX NPU HeTAMENBIX, TUIMYHBIX hopMax 3adosesa-
HUA XMPYPTUYecKoe JIeYeHe ABJIATCA OIIPABIaHHbBIM.
B namem HaOmrOAeHMM X0pOLINii HIMAKANITIT pe3yib-
TaT Je4eHMA M BOCCTAHOBJICHME IIPABUILHbIX aHATOMM-
YeCKMX COOTHOLIeHMI B TasobelpeHHBIX cycTaBax 0y-
IeT crIocobeTBOBATE NIPOMIIAKTIKE PAHHEro DOJIEBOro
CUHJIPOMA 1 PA3BUTHA KOKCAPTPO3a.
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