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HAPYLWEHUE COOTHOLWEHUN B TABOBEAPEHHbIX CYCTABAX
Y AETEN C BOAE3HbIO WHAPKO-MAPU-TYTA
(Ob30OP AUTEPATYPbI)
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OI'BY «<HMIOU um. I. V. Typuepa» Munsgpasa Poccun, Cankr-Iletepbypr

IlpencraBnen 0630p nuTEpaTyphl MO MpolbieMe nedeHNs JeTeil ¢ HApyLIEHNEM COOTHOIIEHNII B Ta300eIpeHHbIX
CycTaBax IpyM MOTOPHO-ceHCOpHOiT HeBpomatuu Illapko-Mapu-Tyra. PaccMoTpeHbl 0COO€HHOCTY JMAarHOCTMKN
3200/IeBaHNA M NOAXOMA B JIeYeHUM GOIbHBIX.

Bonesup Illapko-Mapu-Tyra (BIIIMT) — HacegcTBeHHOE HelipoMbllieyHOe 3ab0/IeBaHIe, XapaKTepu3ylolieecs
nmporpeccupyoeii arpodueil AUCTaTbHON IPYIIBI MBI HIDKHUX KOHeyHocTell. IIo maHHBIM 3apy0eXHBIX aB-
TOPOB, YaCTOTa MOpaKeHUs Ta300eqpeHHbIX cyctaBoB npu BIIMT coctaBiser He MeHee 10 %, 3aHMMas BTOpoe
MecTo mocie fedopManuy CTON. B oTeyecTBeHHOI JKe MUTepaType MpodieMa He MOTYYMIa JODKHOTO OCBEIeHMA.
Hapyuienus cooTHoueHuit B Ta3o6enpeHHsbix cycraBax npu BIIIMT ¢ Bo3pacToM peGeHKa XxapaKTepU3yHOTC
NMporpeccUpoBaHMeM, OHAKO PaHHAA AMATHOCTMKA YacTO 3aTPyJHEHAa M3-3a MPOTHBOPEYMBBIX KIMHUIECKNUX
NPU3HAKOB M HE3HAYNMTETbHON BBIPAKEHHOCTH CUMITOMOB 3a007eBaHM:A 10 MOJPOCTKOBOTO BO3pacTa WIN BTO-
POro-TpeThero AecATUIEeTUs XXU3HM. XMPYPIUYecKue peKOHCTPYKTUBHbIE BMeIIaTelbCTBA Ha Ta300epeHHOM
CyCTaBe YaCTO BBIMOTHAIOTCA 3aI03JA/I0 Y COIPOBOXKIAIOTCA O0IblIell YaCTOTO HEBPOIOTMYECKIX OCTOKHEHMIL.
OCBeIOM/IEHHOCTh NMPAKTUYECKNX Bpadeil, paHHsA AMATHOCTUKA JEeNeHTPAlMy U MOABbIBMXa Oegpa, KOMIIIEKC-
HOe OPTONeNOHeBpONOrnIeckoe obcnemoBanne gereii ¢ 6omesnpio lllapko-Mapu-Tyra mo3BOIAT PpacCYNTHIBATH
Ha MONIy4eHNe TYyYIINX pe3yIbTaToB TedyeHNA.

Knrouesbie cnoBa: 60onesup [llapko-Mapu-Tyra, BIIIMT, HacnencTBeHHass MOTOPHO-CEHCOPHasi HeBpONaTus, Tazobes-

PEHHBII CycTaB, HOABBIBUX Oefipa.

OCHOBHOII IPUYMHOI HApYILIEHNA COOTHOLIEHMI
B Ta300e[IpeHHBIX CYCTaBaxX y JieTell ABJACTCA JVC-
I1asusA Ta300epeHHbIX CYCTaBOB U €€ IOCTIENCTBIA.
AHanusupys onsIT edeHrst 6ONbHBIX Ha 6ase CIeIn-
a/IM3MPOBAHHOTO OTHE/NIeHMs MATOJIOTUY Ta300elpeH-
HpIX cyctaBoB OI'BY HUJOU um. I. U. Typuepa,
OBIIO YCTAHOBJIEHO, UTO B psJfie C/Iy4aeB, B YaCTHOCTY
IIpY BIIepBbIE BBIABJICHHOM IIOfIBBIBMXe Oefpa y fe-
Teil MIKOJIBHOTO BO3pPacTa U MOJPOCTKOB, 3abomeBa-
Hlle TIPOTeKano Ha (oHe HeBpa/lbHON aMMOTpodum
[MMapxo-Mapu-TyTa.

Bonesup IMapko-Mapu-Tyra (Charcot-Marie-
Tooth) — HacnencTBeHHass MOTOPHO-CEHCOPHAas He-
BpOIATsi — HEBPOJIOIMYecKoe 3a0oyeBaHe, Ha3BaH-
HOE TaK II0 MMEHaM TpeX Bpadell, BIiepBble OIMCABIINX
ero B 1886 ropy: Jean-Martin Charcot u Pierre Marie
u3 @pannyn n Howard Henry Tooth n3 Bemko6pu-
TaHUM. B OCHOBe 3a60/IeBaHMA JISKUT IEPBUYHBIN
nedeKT B CTpyKType mepudepniecknx HepBOB — II0-
pakeHNe MMeINHAa MOTOCEHCOPHBIX BOJIOKOH, 4YTO
OpOSIBNsIETCA CMAabOCThi0 U aTpoduelt AMCTamIbHON
TPYIIIBI MBI HVDKHUX KOHeuHocTeit [1-11].

BIIMT — opHo u3 Hanbosee pacIpOCTPaHEHHBIX
HaCJ/IeICTBEHHBIX HEMPOMBIIIEYHBIX 3a00/IeBaHNI],
KOTopoe BcTpevaerca y 36 denmosek u3 100 000 n xa-
paKTepusyeTcsi KIMHUYECKON U TeHEeTUYECKON reTe-
POTeHHOCTbI0. bo/e3Hb MOXKeT Hac/eoBaTbCA TpeMs
PasHbIMM IYTAMU — X-CLEIJICHHOMY, ay TOCOMHO-J0-
MMHAHTHOMY, ayTOCOMHO-peljecCMBHOMY. B HacToA-
Ijee BpeMsA M3BECTHO yXe Oonee 60 reHOB, MyTaluu
B KOTOPBIX BBI3bIBAIOT 3TO 3abomeBanme [12-14].
Haub6onee yacto BcTpevaercs ¢popma 1A 3abonepa-
Hus (o 80 % caydaeB) ¢ ayTOCOMHO-IOMMHAHTHBIM
TUIIOM Hac/IefOBaHNUA, B OCHOBE KOTOPON TEXUT Y-
IIMKauys B jg0Kyce 17pll.2, B TO BpeMs KaK TOYed-
Hble MyTalluy Ipy 3a00/1eBaHNM PETUCTPUPYIOTCSA BO
MHOTMX T€HaX, HO, KaK IPaBU/IO, MX YaCTOTA HEBBICO-
Ka ¥ HepefKo OHM yHMKajbHbI [15, 16]. Oxomo 20 %
cnydaeB BIIIMT 1-ro tuma ¢ ayTOCOMHO-JIOMMHAHT-
HBIM TUIIOM HACJIeOBAHNUA OOYC/IOBIEHBI MY TaIVIAIMMI
de novo, ipu aToM 89 % MMEIT OTIIOBCKOE IIPONIC-
xoxjenne, 11 % — marepuuckoe [17, 18].

PannAs guarHocTmka saTpyjgHeHa M3-3a IPOTHU-
BOpPEUYMBBIX KIMHUYECKMUX NPU3HAKOB U He3HAUU-
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TEJIbHOJ BBIPQXXEHHOCTU CUMIITOMOB 3a00IeBaHMA.
Y 10 % 60nbHBIX KIMHUYECKVe IPOSABIeHUA 3a060-
7eBaHMA MMHMMAJIbHBI M YCTAHOBJIEHME [MArHo3a
BO3MOYXHO TO/IbKO IIPM TIIAT€IbHOM KJIMHMYECKOM
U 3leKTpoMuorpapuyeckoM ucciemopanuu [19].
XapaKTepHBIM 3/IeKTPOHepoMuorpapuieckM Ipu-
3HAKOM 3a00JIeBaHNA ABIACTCA CHIDKEHNE CKOPOCTell
IPOBeJieHNs VIMITY/IbCa IO TepudepudeckM HepBaM
Hioke 38 m/c. Tak, Mo cpefiluHHOMY HEPBY 3TOT IIO-
KasaTejlb coCcTaBiageT oT 25 1o 35 m/c. YunrtbiBas BbI-
PaKEeHHYI0 TeHeTUYEeCKyI0 I'eTepOreHHOCTh Haciefl-
CTBEHHBIX [eMUEIVHU3UPYIOIMX TOIMHENPOIaTnit,
Beflylllee 3HaueHlMe B OMATHOCTUKE OT/e/bHBIX TeHe-
TUYeCKUX BapuaHTOB npuHagnexxut JHK-ananusy.

B macrosamee Bpemsa 3aboneBaHNe ABIAETCA He-
U3/IeYVIMBIM, OJHAKO TedeHMe Ipoljecca B OOJbIINH-
CTBe CIy4aeB sABJIAETCA MEIJIEHHO IPOIPeccUpYOLM
U He NIPUBOJAUT K TsXKE/IO MHBAMAM3AMM TAlMeHTa.
ITpn BIIMT 1-ro tuna mMeHee 5 % Jrofell BBIHY>K/I€HbBI
MO/Ib30BaTbCA MHBAIMIHOM KOMACKOI; MPOJOIKUTENb-
HOCTb YKM3HU He cokpamjaercs [1, 2, 5, 20].

KAnHnueckas kaptuHa

[unorpodus u CHMKEHME CWIBI MBIIII] IIepOHe-
aJIBHOJI TPYNIBI U CTOI OOYC/TOBINBAIOT OCHOBHBIE
XKa7I00bl MALMEHTOB — IIOBBILIEHHYI0 YTOM/ISIEMOCTD
IpU IINTEIbHO xopnbe, HEYCTOMNYMUBOCTb, YacCTble
CIIOTBIKaHMA, 3aTPyAHEHME IOJbeMa M CIIyCKa II0
JIeCTHHIIE, NPbDKKOB. Havda/mbHBIMU KIMHUYECKMMU
CUMIITOMaMU 3a00/IeBaHNA ABJAITCA TPYAHOCTH IIPU
TBIIPHOM CTMOQHUV CTOIBI M HapylleHNe YyBCTBU-
TeTbHOCTU B JUCTA/JIbHBIX OT[€NaX KOHEYHOCTU IIO
TUIY «HOCKOB», @ TaK)XXe CHIDKEeHIUe BUOPAIMOHHONM
YyBCTBUTENBHOCTH, NMPEMMYIIECTBEHHO B HIDKHUX
KOHEYHOCTSAX, 4TO oTMedaeTca B 70-80 % cmydvaes.
Hapymenne 4yBCTBUTEIBHOCTH, OJHAKO, PELKO OT-
MevyaeTcs IalyeHTaMu. BoBieyeHue B IaTONOTM-
YeCcKMI1 Mpolecc BEPXHUX KOHEYHOCTell BO3HUKAeT
CIIYCT HEeCKOJIBKO JIeT Iocje febiora 3abomeBaHus
[1-3, 6, 7, 19, 21]. YV 60-70 % maumueHTOB HabOIII0O-
[aeTCsl CHYDKEHME CYXOXWIBHBIX pedIieKCOB B JIUC-
TaJIbHBIX OTJE€/NIaX KOHEYHOCTEN, KOTOpble II0 Mepe
IporpeccupoBanus 3aboneBanus yracawotT [4, 5, 19].
[Iporpeccupyromas runoTpodus MbIILIL B ITOCTEYI0-
eM IPUBOAUT K JlepopMaluy CTOI (BBICOKMIT CBOF,
KOrTeoOpasHble IMaJIbIibl), a IOXOAKa IprobOpeTaeT
XapakTep cremmaxa [1, 2, 5].

Hedbopmarium cTom pacueHMBAIOTCS OOTBIINH-
CTBOM MCCJIe[loBaTesIell KaK OONIMIaTHBIN IpU3HAK
BIIMT 1-ro Tmna u ZOCTaTOYHO IOAPOOHO OMMCAHBI
(22, 23]. HanmpoTuB, B OTe4eCTBEHHOI IUTEpaType
HaM He BCTPeYasNch IMyOMMKaLuy O MOPaKeHUM Ta-
300efpeHHBIX cycTaBoB npu 6onesun Illapko-Mapu-
Tyra y pereii.

ITo maHHBIM 3apyOeXHON MUTepaTyphl, codeTa-
HUe HapylLIeHMs COOTHOIIEHMII B Ta300eJpeHHOM
CyCcTaBe C HAC/lIe[CTBEHHOII ITO/MHeiponaTneil Ob1o
IepBOHauajgbHO omnucaHo S.J. Kumar ¢ coaBropamn
B 1985 roxy [24]. ABTOpHI cOOOWMIN O IATU Ha-
OnofeHnsAX 3a OeTbMM B Bo3pacte oT 8 fgo 15 jet
C JlelleHTpalyeil 1 IOJBbIBMXOM Oefpa, 4TO HOTpe-
6oBano xupyprudeckoro jaedenus. OTMedeHo, YTo BO
BCeX C/Ty4asX Ha MOMEHT o0Oc/effoBaHMs 3aboieBaHue
OpPOTeKaao0 6EeCCUMIITOMHO WM C MUHUMATbHBIMU
KJIMHUYECKUMU TPOSBIEHNAMIU.

B my6nmkanusax mociaefyommux eT aBTOphl yKa-
3BIBAIOT, YTO YACTOTAa TAKMX HApPYyUIEHUIN B Ta30-
Oe[peHHOM CycTaBe Yy MAaHHON KaTeropuy OOIbHBIX
cocTaByAer He MeHee 10 %, 3aHMMasd IpU 3TOM BTO-
poe MecTo mocie medopmanun crom [25-29]. Pap
VICCTIefloBaTesIell IPeIIoNaralT gaxe OOIbLIYIO pac-
IPOCTPAHEHHOCTD IATO/IOTUM B CWIY 3HAYUTE/IBHOTO
KO/MYECTBA CTEPTBIX GOPM ¥ PEIKOCTBIO BbISABIIE-
HUS TTATOJIOTUY [0 ITOJPOCTKOBOro Bospacra [20, 28,
30-32].

T. Ushiyama ¢ coaBropamn (2003), nabnromas
TpeX IAIJMEeHTOB 3 OJHON CeMb)l C HAC/eACTBEHHOI
MOTOCEHCOPHON HeliponaTuen I-ro Tuma m TsA>Kenbl-
MU [IByCTOPOHHVMMU IOJBBIBMXaMIU Oefipa, MPUXOIAT
K BBIBOZY O HEOOXOAMMOCTHU Iie/leHAIIPaBIeHHOrO
obcenoBanysa Ta3o0epeHHBIX CYCTAaBOB B TaKUX
CeMbSIX C L|e/IbI0 paHHe JMarHOCTUKYU KX ITOpake-
Hua [31].

uckyTabenpbHBIM BOIPOCOM OCTAeTCSl YCTAaHOB-
JieHNe ITepBOIPUYMHBI HAPYLUIEHUS COOTHOIIEHUI
B TazobempeHHBbIX cycraBax npu BIIMT — sapnser-
CA NI 9TO C/IEfICTBMEM BPOXKIAEHHOM IVICIIIA3VUV MU
0COOEHHOCTDIO HEBPOIOTMYECKOTO CTATyCa Mall/eHTa.
ITo maHHOMY BOIPOCY He CYyILIeCTBYeT €IMHOI TOYKM
3penns (24, 25, 31, 33, 34].

EcTecTBEeHHO, HelMb3sl MCKIOYNUTD, YTO B psfe
C/Ty4aeB BO3MOXXHO COYeTaHIME MCTUHHON BPOXKIEH-
HOJI AMCIUTasuy Ta300epeHHBbIX CYCTaBOB y 0O0Jb-
Horo ¢ BIIMT. OpgHako HapyuieHus CTaOMIbHOCTHI
Ta300€eJPeHHBIX CYCTaBOB [UCIUIACTUYECKOTO reHe3a
(mopBBIBUX Oefpa) AMAarHOCTUPYIOTCA, KaK IpaBU-
710, Ha IepBOM IOy Xu3HM pebenka. K MomeHTy
Hayaja KIVHUYECKUX IIPOSBICHNUI NPU ANUCIIA3UN
DOJDKHBI IPUCYTCTBOBATbH IPeEXAe BCETO XapakK-
TepHbIE M3MEHEHNA BEpPTIY)XXHOJ BIAfMHBI — CKO-
IMIEHHOCTb CBOJIa, YMEHbIIEHNEe ee NPOTAKEHHOCTH
U eMKOCTH, yrommenue gHa [35]. [Io maHHBIM nmre-
parypsl, npu BIIIMT 6oree BblpaskeHHbIE M3MEHEHNUsA
BBISIBJISIIOTCSL CO CTOPOHBI OepeHHOM KOCTM U Ha-
pYlIeHMe COOTHOLIEHMII B Ta3obepeHHOM CycTa-
Be B 0OOJIbIIeN CTeHmeHNM OOYCTIOBIEHO IMOJBBIBIXOM
Oempa 3a c4eT Ba/JbI'YCHONM ¥ TOPCUOHHOM Aedop-
Maluy IIeJKY, BaJbIyCHOTO IIONOXEHMS anudusa
ronoBku [36, 37].
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[TatoreHes mopakeHus Ta3o0eJPEHHBIX CycTa-
BoB 1pu BIIMT ocraercs 1O KOHIIAa He M3yYEHHDIM.
BbIcKa3bIBAIOTCA MPEANOIOXKEHNUA, YTO HPOrpeccu-
pyolyie HEpBHO-MbILICYHbIe HapPyLIEHNS HPUBOJAT
K C1aboCTy MBIIII] 00/1acTy Ta3o0e[peHHOr0 CyCcTa-
Ba, B YaCTHOCTM NPMBOJAIINX ¥ pasrubareneii 6eapa.
C.J. Newman c coaBropamu (2007), nsyuass ocobeH-
HOCTY IIOXOZIKM TAaKUX IAI[MeHTOB, OTMeYa/lN XOfib-
0y ¢ LIMPOKO paccTaBIEHHBIMM HOTAMU Vi HAPY>KHOI
portanueii 6enep [38].

R. H. Van Erve, A. P. Driessen (1999), G. Chan
¢ coaBropamu (2006) u T. D. Bird (2008) mpwiumn
K BBIBOJIY, YTO IIPU PO>KAEHMUM y TaKUX OOJbHBIX CTa-
OMIBHOCTD Ta300€PEeHHBIX CYCTaBOB He HapylIeHa,
a mozIBBIBUX Oezipa u fedopMariyis BepTIy>KHOI BIa-
IVIHBI Pa3BUBAIOTCA BTOPUYHO C POCTOM pebeHka [20,
26, 32]. Hapymenns coOTHOIIEHMIT B Ta300epeHHBIX
cycraBax npu BIIMT c Bo3pacTom pebeHka Xxapak-
TepU3YIOTCS IPOTPeCcCUPOBAHNEM, YTO KIMHUYECKU
IPOSB/IAETCA HapyIIeHMeM IIOXOAKM U BO3HMKHOBe-
HueM 6oreBoro cuuapoma [25, 26, 38].

Ba)xHOIT 0COOEHHOCTBIO 3a00/IeBaAHMS ABIIACTCA
TO, 4TO JJO NOAPOCTKOBOTO BO3pacTa M/IN BTOPOTO-
TPETHEro JAECATUIETH >KU3HU OHO 4acTO IPOTEKaeT
0ecCMMITOMHO M KJIVMHUYeCKMe HPU3HAKM JelleH-
Tpauuu WM TOABBIBUXA Oempa y gmereit ¢ BIIMT
MOTYT SB/IATHCA MEPBBIM IpPOSBIEHNEM Heb/Iaromo-
nyuns [24, 29, 39]. B aroit cBasu M. J. Hadianfard
u A. Ashraf (2012) cumraior, 4YTO BOIPEKM CIOKMB-
IMMCS NpeACTaBIeHNAM HeBPONATHUsA He BCerfa
IO/DKHA TPAKTOBATbCA KaK IIPOIECC, MOPaXKaroUINii
UCK/TIOYNTENTbHO [AUCTAa/NbHbIE OTHETbl KOHEYHOCTeN
[31, 40].

[IpyHINIIBI XMPYPIUYeCcKOil KOPPeKIM Hapylle-
HMSI COOTHOIIEHMII B Ta300e[peHHOM CyCTaBe y fe-
teit mpu BIIMT B 1e/10M CXOfHBI C TAKOBBIMM IIPU
JIeYeHUY BPOX/IEHHO AMCIUIa3NU CyCTaBOB. B 3aBu-
CUMOCTHU OT BO3pacTa IMaIl¥ieHTa B MMPOBOIl IIPaKTHU-
Ke INPUMEHAIOTCA LeHTPUPYIue KOPPUIMPYIOLINe
ocTeoTOMMM OeIPEeHHOI KOCTY ¥ TPAHCIIO3ULIMA BEPT-
JIy>KHOJI BIIQIVHBI TIOC/Ie omepanuu Salter, TpoitHOI
OCTeOTOMMM Tas3a WIM OepHCKON IepuaneTadynsp-
HOJ ocTeoToMum [26, 41]. BoimonHeHe 0CTEOTOMUM
Tasa mo Salter ;1A KOppeKUMM IIPOCTPAHCTBEHHOTO
HIO/IOXKEHVSI BEePT/IY>KHOI BIIAiHBI U Jeduiura mo-
KPBITUA TOMOBKM Oefjpa BO3MOXXHO Y IALMEHTOB 10
7-8 net. Y pereli cTapuiero BO3pacTa U IOLPOCTKOB
BO3HMKAaeT HeOOXOAMMOCTb IpUMeHeHus 6ornee 06b-
€MHBIX XUPYPIMYecKUX BMeIIaTenbCTs [42].

[To faHHBIM NIUTEPATyphl, CYLIeCTBEHHON 0CO-
OEeHHOCTBIO NPV XUPYPIUYECKOM JIe4eHUU OOIbHBIX
C HeCTaOMIbHOCTBIO Ta300e[JpeHHBIX CYCTaBOB Ha
¢one BIIMT sBnsercs 6onbliuas BEpOSITHOCTb BO3-
HUKHOBEHMSI HEBPOJOTUYECKUX OCNIOKHeHmiT [43].
C y4eTOoM [JOCTATOYHO BBICOKOJ TPaBMAaTUYHOCTHU

BMeIIIaTeIbCTB, IPOBOJUMBIX Ha HEOTaronpuUsATHOM
HEeBPOJIOTMYecKoM (hoHe, HEOTHOKPATHO COOOIIAIOCH
0 HeBpOIaTUM Mano0epIloBOro HepBa y TaKMX Ialu-
€HTOB, B 0COOEHHOCTH II0C/Ie TPOIHBIX U IepualeTa-
Oy/IApHBIX OCTEOTOMMUII Tas3a, KOIJja BMEIIATeIbCTBO
IPOU3BOANUTCA B HEMOCPECTBEHHON OIM30CTH OT
n. ischiadicus [32, 41].

3aKOHOMEPHO IIPEINONOXKUTD, YTO 1 PV BBIIOJ-
HEHVM SHJIONPOTE3NPOBAHNUA Ta300ePEeHHOro CyCTa-
Ba y B3pociblx nanueHToB ¢ BIIMT B ciny4asx BbIpa-
JKEHHBIX HApYIIEHUI CTaOUIBHOCTI Ta300eIpPEeHHOTO
CyCTaBa BepOATHOCTb BO3HMKHOBEHNS TPaKIVIOHHO
HeJIPOIaTUM Cefa/MIHOTO HepBa TaK)XKe 3HAYMTe/Ib-
HO BO3PacTaeT B CBA3M C HEOOXOAVIMOCTBIO HU3BEJe-
Hus Oempa.

3akAouenue

Ananus nyOnukanuii mo faHHO mpobaeMe mo-
3BOJIAET TOBOPUTH O €€ aKTyajabHOCTH. IIpy BBIAB-
JIEHUV HapyLIeHUsA COOTHOIIEHWII B Ta300elpeHHbIX
CycTaBax y jieTeil crapiuie 7-8 jieT Mbl CUMTAeM He-
00XOIMMBIM IIpOBefieHNe KOMIUIEKCHOTO OPTOIef0-
HEBPOIOTMYECKOTO o6cnenoBanns (Bkadas IMI,
OHMI) mnst MCKTIOUeHNsT HeJPOMBIIIEYHBIX 3a00rte-
BaHUII, B YaCTHOCTH IepudepryecKoil HeBpOIATUN.
PanHAA pmarHocTMKA JelleHTpaluM M IOABBIBMXA
benpa y meteit ¢ 6onesHpio Illapko-Mapu-Tyra
HO3BOMNUT HPUMEHUTb PEKOHCTPYKTUBHOE XM-
pypruiyeckoe BMeIIATeIbCTBO MeHbIIEro oObeMa
U TPaBMAaTMYHOCTU IO PasBUTUA BbIPA)KEHHDBIX BTO-
PUYHBIX AedopMaunii KOMIIOHEHTOB CYCTaBa, TeM
CaMbIM OTHA/MINUTh CPOKM 3HIONpOTe3upoBaHys. Tima-
TeJIbHOE 00C/IeloBaHMe, MHAMBYUJYaIbHBIN HOAXOJ
¥ KOMIUIEKCHAas TepanyusA TaKMUX IMAIMeHTOB OymyT
CIIOCOOCTBOBATb COKPAIEHNIO KOMMYECTBA OCTIOXKHE-
HUII ¥ HO3BOJLAT PAacCUMTHIBATD HA IIOTyYeHHUE JIy4-
IIMX Pe3y/IbTaTOB JIeYEHN .

JanbHeiimero naydeHus TpeOYIOT BOIPOCH Me-
OVKAMEHTO3HOI Ipefi- U IOCIeONepaALOHHOI Te-
pammm TaKMX MALVEHTOB, BOCCTAHOBUTEIbHOIO JIe-
YeHUs M OLeHKUM ocobeHHOCTell (GOpMUpOBAHUS
Ta300elpeHHBIX CYCTAaBOB B OTHA/JIEHHOM IIepuoOje
HaOJII0NeH .
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DYSFUNCTION IN THE HIP JOINTS IN CHILDREN
WITH CHARCOT-MARIE-TOOTH SYNDROME (LITERATURE REVIEW)

Pozdnikin 1.Y.

The Turner Institute for Children’s Orthopedics, Saint-Petersburg, Russian Federation

A review of the literature on the treatment of
children with dysfunction in the hip joints in motor-
sensory neuropathy Charcot-Marie-Tooth is presented.
Peculiarities of disease diagnosis and the approach
used in the treatment of patients are described.

The Charcot-Marie-Tooth syndrome is a
hereditary neuromuscular disease characterized by
progressive atrophy of the distal muscle group of the
lower limbs. According to international authors, the
incidence of hip joint dysfunction in this condition is
at least 10%, ranking second only to foot deformities.
In the Russian literature, the problem has not been
adequately interpreted.

Early diagnosis of dysfunction in the hip joints
during Charcot-Marie-Tooth syndrome is complicated
by the child's age and is characterized by progression.
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Conflicting clinical signs and trivial symptoms of
the disease also confuse diagnosis, until it becomes
clearer in adolescence or the second or third decade
of life. Surgical reconstructive operations on the hip
joint often occur too late, and they are accompanied
by a greater frequency of neurological complications.

Practitioner awareness coupled with an early diagnosis
of hip subluxation and decentration and complex
orthopedic and neurological examinations of children
with the disease of Charcot-Marie-Tooth should result
in more favorable outcomes.

Keywords: Charcot-Marie-Tooth disease, hip instabi-
lity subluxation, hereditary motor and sensory
neuropathy, CMTHD, hip dysplasia.
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