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AxryanbHocTh. Hannune y pebenka aprpomartuit Illlapko, BBIBUXOB CYCTaBOB, OCTEOMMENNTA M IEPENTOMOB IIPU
OTCYTCTBUM SIBHBIX NPU3HAKOB HEBPOJOIMYECKON MATONIOTUM JOJXKHO BBISBIBATH IOfI0O3PEHNE HA HACIENCTBEHHYIO
HEeYYBCTBUTENIBHOCTb K 60y (HaclefCcTBeHHAsA CEHCOpHas M aBTOHOMHas Helipomarus). HacnencTBeHHas ceHcopHas
n aBronomHas Hevpomatusi (HCAH) mpencranser cob6oil pegkmit CHHAPOM, XapaKTePU3YIOIIUIICA HACIELCTBEH-
HOI1 HEYYBCTBUTENBHOCTBIO K OO/MN, M3MEHEHMEM TeMIIEPATyphl KOXKU 1 HApYLIEHMsIMM OOpasOBaHMs BereTaTUBHBIX
HepBHBIX BonokoH. HCAH mnoppasnendioT Ha ATh TUIIOB: CEHCOPHYIO KopemkoByto Hefipomatuto (HCAH I), nacnen-
cTBeHHYyI0 ceHcopHyto Heiponatuioo (HCAH II), cemeiinyio gusaBToHOMuMo, nnu cuxppom Paitnu — des (HCAH III),
HAC/Ie[CTBEHHYI0 HEYyBCTBUTENBHOCTD K 6omu ¢ anrnaposoMm (HCAH IV) u HacnencTBEHHYI0 HeYyBCTBUTENbHOCTD
K 60mu 6e3 anrugposa (HCAH V).

Omnncanne KIMHMYECKOro caydas. JleBouka 13 jieT, poAmIach OT MepBOI OEPEMEHHOCTU y TeHETUYeCK) HepOf-
CTBEHHOJ CEMENHOM Maphl, NOCTYIM/IA C HEIPABMWIbHBIM CpallleHMeM II0C/Ie HECKONbKMUX ITOCNENOBATeIbHbIX IIepe-
JIOMOB B 06JIaCTH TONEHOCTOIIHOTO CycTaBa Ha ()OHE 3HAUMTENbHBIX NTUTUYECKUX M3MEHEHMII U OCTeOHEeKpo3a
(cycraB Illapko). IlanyeHTKa HepeHecna MHOXECTBO 6e300/Ie3HEHHBIX TPaBM, YTO IPUBENIO K IepeioMaM C IOo-
crenyromel gedopManieil ee TOICHOCTOIIHOTO CycTaBa. Y Hee OTMeYaslCh apTPOIATUM KOJIEHHBIX M TOJIEHOCTOII-
HBIX CYCTaBOB, CYCTaBOB IIPe[IUIIOCHBI M CTONBI 0e3 6osell, KOTOpble HOKHBI ObLIM ObITb BBI3BAHBI OYEBUIHBI-
MU U3MeHeHUAMU (POPMBI T'OJEHOCTOIHOTO CycTaBa. HecMOTps Ha HOPMAaJIbHYIO TaKTUIBHYI) YYBCTBUTEIBLHOCTD,
y HMaIlMeHTKM U3-3a2 HeYYBCTBUTEIBHOCTU K 6OMM HAOMIONAIUCh MOBPEXAEHMI KOXI HAJl KOCTHBIMU BBICTYIAMU
TIOTBLKKI.

3akmouyeHne. B 6onbIIMHCTBE CydaeB OPTONEAMYECKOe JIeYeHMe TaKUX NMAIVIeHTOB YPe3BBIYAIHO 3aTPYNHEHO,
TaK KaK y HUX MMEITCSA Mpo6/IeMbl C IOTHOLIEHHOV MMMOOMIN3anyell BCIeACTBIe OTCYTCTBUA 3alllUTHOroO Goe-
Boro pediexca. TeM He MeHee HalllM IIOIBITKM CTaOMIM3MPOBATb TOJICHOCTOIIHbIE CYCTAaBbl XMPYPIUUYECKUM IIy-
TEM OKa3a/MCh YCIEIIHBIMU, U B MTOTE [IeByLIKa CMOIZIa XoauTh. Hanmboee Ba)XHBIM KOMIIOHEHTOM IUIaHA JIede-
HUSL 9TUX [eTeil sAB/sieTcsl oOydeHMe MALMEHTOB M POAUTENell YMEHMIO 3aIUIATh CYCTAaBbl U IPEfOTBPALIATDH
TpaBMbl. OCTEONIN3 TOMEHOCTOIIHOTO CYCTaBa y JAHHOTO pebGeHKa MOXeT OBbITh OTHECeH K BTOPUYHOMY THUITY
0CTeONNn3a.

KnioueBbie coBa: HaclefCTBEHHas CEHCOpPHAs aBTOHOMHas HelpomaTtys V Tuia, aTMnmdHbiit cycras Illapxo.
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UNILATERAL LYTIC CHANGES OVER THE WEIGHT-BEARING JOINT
CAUSING SEVERE DESTRUCTION OF ANKLE JOINT

(ATYPICAL CHARCOT JOINT) IN A GIRL WITH CONGENITAL
INSENSITIVITY TO PAIN WITHOUT ANHIDROSIS

(HEREDITARY SENSORY AND AUTONOMIC NEUROPATHY TYPE V):
CASE REPORT AND LITERATURE REVIEW
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Background. The presence of Charcot arthropathies, joint dislocations, infections and fractures in a child without
evidence of neurological abnormality should give rise to a suspicion of congenital insensitivity to pain (hereditary
sensory and autonomic neuropathy). Hereditary sensory and autonomic neuropathy (HSAN) is a rare syndrome
characterized by congenital insensitivity to pain, temperature changes and by autonomic nerve formation disorders.
HSAN is classified into five types: sensory radicular neuropathy (HSAN I), congenital sensory neuropathy (HSAN II),
familial dysautonomia or Riley Day Syndrome (HSAN III), congenital insensitivity to pain with anhidrosis (HSAN IV)
and congenital indifference to pain (HSAN V).

Case presentation. A 13-year old girl first product of a non-consanguineous marriage, presented with malunion of
successive fractures or Charcot’s ankle joint destruction on top of significant lytic changes/osteonecrosis. The patient
had sustained many painless injuries resulting in fractures with subsequent disfiguremnt of her ankle joint. Arthropathy
of the knees, ankles, tarsal bones and feet without pain associated with obvious changes in the shape of the ankle joint
were present. Despite a normal sense of touch in our patient the indifference to pain made her extremely susceptible
to breakdown of the skin over the ankle osseous prominences.

Conclusion. Generally speaking, the orthopaedic management of such patients is extremely difficult since these
patients do not restrict the movements of the involved extremity as they lack the inhibitory pain reflex. Interestingly,
our attempts for surgical stabilisation of the ankle joints were succsessfull and eventually the girl became able to walk.
It is important to anticipate patient and parent education in joint protection and surveillance for injury as the most
important component of the treatment plan for these children. We might postulate that the degree of osteolysis of the
ankle joint in our present child might be a form of secondary osteolysis.

Keywords: hereditary sensory and autonomic neuropathy type V, atypical Charcot joint.

BBeAaeHue
TOBBIX HepBOB M BEreTAaTUMBHBIX T'aHIJTIMO3HbBIX KJI€ETOK

Aptponatusa Illapko — 3TO HeliponaTnyecKoe 3a-
OoneBaHue, BBI3BAHHOE NOBPEX/IEHNEM HEPBOB, KO-
TOpOe HapylIaeT CIIOCOOHOCTb YelIOBeKa BOCIPUHI-
Marb 00NIb IIpM MOBPEXJEHUNU cycraBa. Bemencrsue
3TOTO Iepe/IOMbI U JIPYyTYe TPaBMbl OCTAIOTCA He3a-
Me4YeHHBIMH, YTO NMPUBOAUT K HEOOPATUMOMY pas-
PYLIEHMIO CYCTaBOB B pe3y/IbTaTe NMOCTOSHHBIX IO-
BpexzieHnit. HapyuieHne 60/1eBoil MMIIy/IbCAlIU OT
CYCTaBOB MOXXET OBITb BBI3BAHO Pa3MYHBIMU 3360-
JIeBaHUAMMY, HAIpUMep IOPaKEHMEeM CIIMHHOTO MO3-
ra, caxapHbIM juabetoMm u cuduancom [1, 2].

HacnencTBeHHas ceHCOpHasA M aBTOHOMHAs Heil-
ponatuss (HCAH) npepncrasnsier co6oit rpynny Ha-
C/IeICTBEHHBIX HApPYIIEHNI, XapaKTepU3yILINXCs
[leTeHepalyeil JOPCaTbHBIX KOPEUIKOB, CIIMHHOMO3-

U, C/eflOBaTe/IbHO, YTPaToll YyBCTBUTE/IBHOCTU U Be-
reTaTuBHOI perynanun. CyliecTByeT IATb TUIOB
JaHHOTO 3aboseBaHuA. I THMI HaclemyeTcss ayTOCOM-
HO-JJOMVMHAHTHO U CONIPOBOXKJaeTCs JUCTaNbHOIN IO-
Tepell gyBcTBUTenbHOCTH. Tun II Hacmemyercst ayTo-
COMHO, HaOIIOflaeTCs AMCTaNbHASA U MPOKCUMA/IbHAS
noTeps dyBcTBUTenbHOCTH. Tum III — 3TOo Berera-
TUBHAsl OUCTOHUSA, MMEWINasi CeMeNHBbII TUIl Ha-
cregosanudA. Tun IV xapakTepusyeTcs yMCTBEHHOI
OTCTAJIOCTbIO, aHajbre3Mell, BEreTaTMBHBIMM pac-
cTpoiictBamMu ¥ aHrupaposom. Ilpm tmme V orcyr-
CTBYIOT BOCIpuUATHE 60NN M peakuuy Ha 60mb 6e3
OPYTUX HEBPOTOTMYECKUX OTK/IOHEHMII. Y MalMIeHTOB
C HACJIe[ICTBEHHOI HEYYBCTBUTE/ILHOCTBIO K 60N He
HabmogaeTcsa Kakol-nmnbo Hac/leqCcTBEHHOM aHOMa-
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MM KOCTell, a HecpallleHJie IIepe/IOMOB SIBIISIETCS pe-
3y/IbTATOM peakuyy Ha Tpasmy [3-7]. Opromenude-
CKMe IpOsIBIeHNs 3a00/IeBaHNA Y Pa3HBIX MALMEHTOB
MOTYT OT/IMYAThCH.

OnucaHne KAMHHMYECKOro CAy4as

I[TamumenT — 13-7meTHSA HeBOYKaA C IIOJTHONM He-
4yBCTBUTE/NBHOCTBIO K Oomu. Popmmach oT mep-
BOJI 6E€peMEHHOCTU y TeHEeTUYeCKV HepOJCTBEHHOI
aBcTpuiickoi mapsl. IIpm poxpeHum ee Bec, [IMHA
Tela ¥ OKPY>KHOCTb TOJIOBBI OBIIV OKO/IO 75-TO HpO-
neHTnnsA. CeMelnHbII aHaMHe3 — 6e3 0COOeHHOCTEI.
[IpemponoBoil U IOCIEpPOAOBON Iepuonbl — 6Oe3
ocobeHHOCTelt. B BospacTe 9 yeT mocie KataHus Ha
JIBDKaX ObIT OOHApPY’>KeH IIepeioM B 00JIacTy TOJIEHO-
CTOITHOTO CYCTaBa, He COINPOBOXXAABLINMIICA 6OJIBIO.
[Tpu mepBuYHOM OOpalieHnu OH He OBUI AMATHOCTU-
pOBaH KakK IaTonorndeckuil mepenoM. ITammenrtka
IpOLTa NOMHBIA Kypc 06cmenoBanmsA: oOmmil aHamms
KPOBM, CKOPOCTb OCeJaHUs 3pUTPOLUTOB, INEKTPO-
JIUTBI KPOBYU, KanbLuii, pocdop, menounas pocdara-
3a M YPOBEHb caxapa B KpOBM ObUIM B HOpMe; YHK-
I[VIOHAJIbHbIe MPOObI IIeYeH), ITOYeK M IIMTOBUIHOI
JKere3pl ObUIM B HOpMe. IIpu KimHMYeckoM o6creno-
BaHMM He OBIJIO OOHAPY>KEHO CIlenpUIecKux Ayc-
Mopudeckux ocoberHocreir. Ilpu HeBpomormue-
CKOM 00C/IefJOBaHNN BBISABIEHO OTCYTCTBUE peaKIVN
Ha 60/1b, HO TaKTWIbHAA U TeMIepaTypHas YyBCTBU-
TEJIBHOCTD, @ TAK)Ke CYXOXKMIbHBIE pedeKchpl ObIIM
B HOpMe. Mblle4yHas cuita OblTa HOpManbHOIL. Pe-
3y/IBTAThl 9/IEKTPOMUOTrpapUIecKOro MCCIeJOBaHNUA
U UCCNIeJOBAHMUS HEPBHOI NPOBOAMMOCTY HAXOIU-
JIMCh B paMKaX HOpPMa/bHBIX 3HadyeHmil. Y3V 6Gpromr-
HOJI TIOJIOCTU U ToYeK 6b110 B HOpMe. Ha ocHoBaHMN
PEHTI€HOJIOTNYeCKOTO 00C/IeloBaHNs OblyIa AMArHO-
CTMpOBaHa HelpOreHHas apTpoNaTusA TONeHOCTOI-
Horo cycraBa (cycraB lllapko). PeHTreHOrpaMmsI
TOJIEHOCTOIIHOTO CYCTaBa ¥ CTOIIBI IIOKAa3auu M3Me-
HeHusA, XapakrepHble msa apTpomaruu Ilapko, 60-
7iee BbIpaKEHHbIE B JIEBOM T'OJIEHOCTOIIHOM CYCTaBe
C MHO>KeCTBOM CBOOOIHBIX KOCTHBIX (pparmentos. Ha
PEHTTeHOrpaMMax CTOIl B KOCOJ NPOEKIVN BU3Ya/IN-
3MPOBANNUCh XapaKTepHble OCTEONUTHYECKME M3Me-
HEeHNA, TUIIMYHBbIE IS TAXKEJIOTO BapMaHTa CyCTaBa
[ITapko. bbumn BBIAB/IEHBI TaK)Xe NMPU3HAKM (parMeH-
TalUV U acelTNYecKoro Hekposa Kocrelt (puc. 1). Ha
peHTreHorpaMMe B OOKOBOI IMPOEKIUY B MOMTOXXEHNNI
CTOA BUJHO, YTO TPAaBMBbl, CBsI3aHHBbIE C NPOTPECCU-
PYIOLIMMY OCTEONUTUYECKUMY M3MEHEHUAMY, CTaIu
OPUYMHON Pa3BUTUA TSKEJIOTO BapMaHTa CycTaBa
[llapko — HecTabUIBHOCTH, PparMeHTaUNs U aBa-
CKy/IApHBIN Hekpo3 (puc. 2). Ha peHTreHorpamme
B OOKOBOJ IpOEKUNM C HMOJOLUIBEHHBIM CrMOaHM-
eM OTMedYaeTcsl BbIpakeHHas CTajus apTpolaTuyu

'Y

Puc. 1. Ha peHTreHorpaMme CTOI B KOCOJM NMPOEKIUU BU/J-

Hbl M3MEHEHNA, XapaKTepHble mnd apTpomarumu Ilapko;

OCTEONIUTUYECKIE U3MEHEHNsA, Cy>KEHME CYCTaBHOM LIEnu
U HeKpo3 B 000X cycTaBax

Puc. 2. Ha peHTreHorpaMme rOI€HOCTOIHOTO CyCTaBa

M CTONBI CTOSI B OOKOBOII IPOEKIMI BUJHO, YTO IE€peHe-

CEHHbI€ TPAaBMbl BbI3BA/IU IPOrPECCUPYIONME OCTEOUTH-

YECKVE€ M3MEHEHNA M CTaIV NPUYIMHON Pa3BUTUA TAXKEIO-

ro cycrasa Illapko; ompenensoTcs BBIBUX, PparMeHTalNU
U aCENTUYECKMIT HEKPO3

Puc. 3. Ha peHTreHorpaMMe TOIEHOCTOIHOTO CyCTaBa
B 6OKOBOII IIPOEKIUI C IIOZOLUIBEHHOI (IeKCIeN Opeesi-
eTCsl 3HAUMTeNbHAs [JeCTPYKLMS TOMEHOCTOIIHOTO CYCTaBa
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[lTapko cO 3HAYMTETbHBIM pa3pylIeHNEM CYCTaBa
U OOLIMPHOI AeCTPYKILMel KOCTHOI TKaHm (puc. 3).
Ha paHHOM 3Tame ¢ pOpMTENIsIMU U E€BOYKOI OBIIN
paccCMOTpeHbI pa3nyHble BapuaHThl edeHns. CeMbs
KaTeropu4ecky OTBepI/Nia BapMaHT aMIIyTaluy, IIO-
3TOMY OBUIO pellleHO BBIIOTHUTH XUPYPIUYECKYIo
Koppekuuio. Bcsa maTonmornyeckas TKaHb B 00/acTU
TOIEHOCTOIIHOTO CyCTaBa OblIa MCCedeHa, a AMUCTaNb-
Hble (parMeHTHl TOMEHM U IATOYHAS KOCTb ObUIK
CKOMIIpeccupoBaHbl anmaparoMm Vnmusaposa. Konco-
nupanus 607blIe6epIloBOil KOCTY Y MATOYHON KOCTH
OKa3ajiach yCIIEIIHOM, ¥ 4epe3 6 MecsleB Mbl CMOITIN
yAanuTh BHeWHUi ¢ukcarop. [leBoyka cMorna Xo-
IWUTDb B CIELVIAJIbHON O0YBH.

O6cyxaenune

TepMun «HaclefcTBeHHAs CEHCOPHAs ¥ aBTOHOM-
Has HeilpomaTusa» 0603Ha4YaeT TPYINY reTepOreHHBIX
3abonesanuit. Knaccudukanusas HCAH ocHoBaHa Ha
TUIE HACTefOBAHUA, KIMHNYECKNX OCOOEHHOCTAX
U NpeuMYIeCTBEHHO MOpaKaloIIMXcA CUCTeMax
HelipoHOB. OCHOBHbIE TATOJOTUMYECKNE M3MEHEHU
IPOUCXOAAT ITTaBHBIM 00pa3oM B HelpOHAX, OTBeYa-
IOIIMX 332 OOJNEBYI0 M TeMIEpPAaTypHYI0 YYBCTBUTENIb-
HOCTb, a TaK)X€ B HEJPOHAX BEreTaTMBHON HEPBHO
cucrembl. IloTepsa 4yBCTBUTENIbHOCTU IIpefpacio-
7araeT HAlMeHTOB K TpaBMaM, KOTOpble OCTAITCH
He3aMeYeHHBIMM, YTO NPUBOAUT K IOBPEXEHUIO
KO>KHBIX IIOKPOBOB, BTOPUYHOI MHQEKLNN, 0CTeO-
MUENTY, HepeioMaM 1 AepopMauysaM AUCTaNTbHBIX
otnenos koHeuHocrteil. HCAH I nacnepyerca mo
ayTOCOMHO-JIOMUHAHTHOMY THUIIY, I €€ CUMIITOMBbI
nposssorcsa nocte 20 net. [Ipu aTom HabmogaeTcs
noTepst 60JIeBOJ ¥ TeMIlepaTypHOI 4yBCTBUTENIbHO-
CTU, HO TaKTU/IbHasA YyBCTBUTEIbHOCTb COXpPaHAETCA.
broncusa MKpoHOXHOro HepBa IOKa3bIBaeT NPeUMy-
IIeCTBEHHOE MOPaKeHNEe HEMMETMHI3MPOBAHHbBIX BO-
nokoH. HCAH II nmpexncraBiseT co60if ayTOCOMHO-
penieccuBHOe 3abo0jIeBaHMe, KOTOPOE HPOABIAETCSA
y>Ke B PaHHeM JleTCTBe. Y JeTell BOSHMKAeT I'eHepa-
NMM30BaHHAsA MOTepsl BCEX BUIOB YyBCTBUTENbHOCTM.
B umcne BereTaTMBHBIX HAapyUIEHMiII — AUCPYHK-
LU MOYEBOTO Iy3bIps, MMIOTEHUMA U AUCTATbHBIN
aHrupo3. MoropHass QYHKLMSA COXpaHSIETCA, HO
CYXOXMU/IbHbIE pedreKchl yTpadeHbl. C HOMOIIBIO
OMoICcuM MKPOHOXKHOTO HepBa KOHCTATUPYIOT IIO-
pakeHMe MuenMHMU3NpoBaHHbIX BolokoH. HCAH III
TaK)Xe IpefcTaBiseT coboil 3a0o/eBaHme C ayTOCOM-
HO-pelleCCHBHBIM TUIIOM HAC/IEJOBAaHUA, KOTOPOE II0-
pakaeT B OCHOBHOM eBpeeB-alllKeHasyu. KnmHndeckue
IPOSIB/IEHNS OOBIYHO HMPUCYTCTBYIOT IIPU POXKACHNUMN
Y HaBOZIAT HAa MBIC/Ib O HapylleHnn (pyHKINM BereTa-
TVBHOJM HEPBHON CUCTEMBI. buorcusa HepBa IOKas3bl-
BaeT CHIDKEHNE KOJIMYecTBa HeMMUeIMHU3/MPOBaHHbBIX

BonokoH. HCAH IV — sT0 ayTocomMHO-peljeccus-
HO€ PAacCTPOIICTBO, CBA3aHHOE C IPUCTYNaMU TH-
IepTepMUN, aHTUAPO3OM ¥ YMCTBEHHOI OTCTasIO-
crpio. [Tpy Ouomncuym HepBa BBISABIAIT OTCYTCTBME
HeMMenMHN3NpoBaHHbIX BookoH. HCAH V — 310
ayTOCOMHO-pelLiecCBHOe 3abojeBaHMe C [1e0I0TOM
IpY POXJEHUM U IPY HOPMAJTbHOM IIOTOOTHE/ICHU.
MortopHble QYHKLMM M CYXOXWUIbHBIE pedIeKchl
B HOpMe. buomncusa MKpOHOXXHOTO HepBa IOKa3bIBaeT
u30MpaTebHOEe CHIDKEHNE KOMYeCTBa MENKMX Mie-
JIMHOBBIX BOJIOKOH [1-7].

Y nmanuentoB ¢ HCAH 4vacTo BO3HUMKAIOT mepe-
JIOMBI, ¥ U3-32 OTCYTCTBUA OOMM OHU MOTYT JJO/ITO
OCTaBaTbCsl He3aMEYEHHBIMY, YTO IPUBOAUT K Hapy-
IIEHNIO CPallleHNs M JIOKHBIM CycTaBaM. MHorodmc-
JIEHHbIE TNIePe/IOMBI Y AeTeil ¢ OXKoraMy M yurmbamm
MOXXHO OLIMOOYHO OOBACHUTH KECTOKUM OOpaleHm-
eM. Y TPYAHBIX ieTeil MOTYT HOBPEXJAaTbCs SMudu-
3bl, YTO PEHTTEHONOINYECK) HAaIIOMMHAET paxut. Mo-
JKeT PasBUBATbCA aCENTUYECKUil HEKPO3 TapaHHON!
KOCTHU, TOJIOBKM O€PEeHHOI KOCTU WMJ/IV MBIIIENTKOB
OefpeHHON KOCTU. Y TaLMEeHTOB C HaC/Ie[CTBEHHOII
HEYyBCTBUTEIbHOCTBIO K 6O/MM ONMMCaH penyjuBu-
pYyOLNIT BBIBUX Oefjpa, KOTOPBIl TPYAHO MOALAETCs
JIeYeHNIO TUIICOBOJ MMMOOMm3anueit. I1posBaeHns
HACJIeCTBEHHOI HEeYyBCTBUTEIBHOCTU K 60U CO
CTOPOHBI II03BOHOYHMKA BK/TIOYAIOT HECTAOMIBHOCTD
BCJIE[ICTBME HeJpomaTU4ecKoit apTponatun (n3me-
HeHMs 1o Ttuny aprpomatuu Illapko) m ckommos.
BHayase Ha peHTreHOrpaMMax BBIABIIAIOT Cy>KeHMe
BBICOTHI MEXIIO3BOHKOBBIX JCKOB, apTPOIaTHio ¢a-
CETOYHBIX CYCTaBOB M OCTeO(UTHI, CO BpeMeHEM —
OCTeOIeHN0, pparMeHTalNI0, KPYIIHble 0CTeO(UTHI
Y TOABBIBMXM CYCTaBOB. OCTEOMUENUT Y MOFOOHBIX
HAI[IeHTOB BCTPeYaeTCs vallle, YeM B 0O1ell Momys-
VM, BEPOSATHO, M3-3a HA/INYNMA 3alYIIEHHBIX 0YaroB
uH}peKuNn, HarpyuMep 3yOHBIX aOCLIeCCOB M MaHAPU-
nusa. Hambonee yacThiMy oyaramMy MHQEKIMM OKa-
3bIBAIOTCA NMa/IbLbl pyK 1 Hor [8]. Yame Habmonaer-
cs1 6€CCUMIITOMHBIN U XPOHMYECKMIT OCTEOMMENNT,
OCTpOe TedeHMe OCTeOMMeNNTa MeHee XapaKTepHO
[7, 9, 10-12].

IuddepeHManbHbIl [UATHO3 TaKXKe ClefyeT
IPOBOJUTL C Pa3INMYHBIMKM (POpMaMy HMEepBUYHOTO
ocreonnsa. Hanbonee yacras dopma mamonarmde-
cKkoro ocreonusa — 6onesHp [opama, koTtopass He
ABJIAETCS HAC/IeACTBEHHBIM 3abomeBaHmeM. Bpems
Ie0O0Ta OCTeo/Mn3a BapbupyeT, JaHHOe 3abojeBaHMe
TaK)XXe BCTpedaeTcs y gereir. OCTeONN3 MOXET pas-
BUTBHCA B 000N 4acTU cKejeTa, ObUIM OIMMCAHbI Ba-
PMaHTBI OCTeO/MN3a B 00/IaCTy IJIeYeBONl KOCTH, Tasa,
IPOKCYMA/IBHOTO OTfena Oefpa, yepena U IMO3BOHOY-
HUKa. PaHee cumTanock, 4T0 60/E3HD HOCUT JOOPO-
KayeCTBEHHOE TeYeHNe, HO MHOTO€e 3aBMCUT OT 06/a-
ctu nopaxennst. CUMIITOMbI 3a00/IeBaHNMsA BKIIOYAIOT
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601p Mn €c1aboCTh KOHEYHOCTE! ¥ TAaK)Ke 3aBUCAT
OT JIOKaIM3aluy IMOpa)keHUA. MOIyT pasBUBaThb-
Cs U IaTojJormyeckye nepenomsl [12]. B nmurepary-
pe onmcaHbl OCTEONUTUYECKNE U3MEHEHNA CyCTaBOB
y nauuentoB ¢ HCAH, npu atom mpamonaTmdeckuit
octeonus lopama ABIANCA ONHUM U3 IpeNBapUTENb-
HBIX IMArHO30B Ha sTame auarHoctuku HCAH.

3akAloueHue

HacnencrseHHasa ceHCOpHas M aBTOHOMHas Heil-
pomaTtus — 3TO IpyIIa HaclAefCTBEHHbIX Hapylle-
HUJ, XapaKTepU3YIOUIMUXCA yTPaTOil YyBCTBUTE/IbHO-
CTU U BeTeTaTUBHOI perynAuuu. IlaTorenermdeckoro
JIedeHNs TPV [AHHBIX COCTOSIHUAX He paspaboTaHo.
B memoM sedeHMme MOXeET COCTOATb M3 aHTUOMOTHU-
KOTepalluM ¥ CHIDKEHMSA HarpysKM Ha IOPaKEHHYIO
00/1aCTh C IIOMOLIBIO OPTE30B, IOMTHOKOHTAKTHBIX
TMIICOBBIX IOBSI30K 1 OPTOIeAnyecKoil 00yBu. B my6-
IMKAIMAX COOOIIAIOCh, YTO XMPYprudecKoe jede-
HUe TPV BBIPQXEHHOM HOPa)XEHUU CYCTABOB OBLIO
0e3yCIeIIHbIM 13-3a HAapPYLUIEHHON KOHCONMMJALNN
KOCTel ¥ BO3MOXXHOCTM Pa3BUTUSA OCTEOMUENNTA.
IIpepcraBneHHbIll cny4ail eMOHCTPUPYET BO3MOXK-
HOCTb YCIIEHIHOI'O XMPYPIMYeCKOIo JIe4eHMs Ialu-
€HTKM C JAHHOM ITaTOJIOTUEN.

AOnNoOAHUTEAbHAs umbopmauml

Ucrounnk punancupoBanna. PuHaHCUpOBaHMEe
OTCYTCTBYET.

KoHpIuKT mHTEpecOoB. ABTOPHI 3asB/IAIOT 00
OTCYTCTBUU KOHQIIMKTA MHTEPECOB.

Irmyeckas sxcneprusa. Ot pogureest 610 1O-
JIy4eHO IMICbMEHHOe MHPOPMUPOBAHHOE COITIacKe Ha
HyO/IMKAaLMI0 PYKONUCU VM PEHTT€HOIPaMM.

Bxnapm aBTOpoB

Bce aBTOpBI INpMHMMANM ydacTue B KIMHUKO-
peHTreHorpau4eckoil OleHKe ¥ HANVCAHUM CTaTbH.
Bce aBTOpBI O3HaKOMMINCH M yTBEPAUIN OKOHYA-
TEeJIbHBIII BAPMAHT CTaTbI.
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