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HACJIEJICTBEHHDIE IIOJIMHEBPOIIATUU KAK DAKTOP
CTATOKUHETUYECKUX HAPYIUIEHUM
Y IETEI1 PAHHETO BO3PACTA
Kana. men. nayk O. 1. KAYK

XapbKoBCKUll HAUUOHAABLHBIU MegUUUHCKUlU yHUBepcumem, YKpauHd

PaCCMOTpeHbI BOIIPOCHI 9TUOJIOTHH, IIaTOTE€HE3A,
JUYHBIX (I)OpM HaCJaeCTBEHHbIX HOJIPIHeBpOl'IaTI/Iﬁ
B (I)OpMPIpOBaHI/II/I 3a€PKKH CTATOKUHETUYECKOTIO

KJAMHUYECKUX 0COOEHHOCTEeH U AUArHOCTHKHA pa3d-
. Yka3aHa POJIb HACJIE€ACTBEHHBIX HOJIHHCBpOHaTI/Iﬁ
Pa3BUTHUA /:(eTeﬁ PaHHETO BO3pacTa.

Kmoueswie crosa: naciedcmeenmwie MOMOPHO-CEHCOPHBLE NOJUHEBPONAMUU, CINAMOKUHEMUYeCKUe Hapyuie -

HUus, aeMueﬂuHusauuﬂ, AKCOHAJIbHOE noepem&eﬂue.

B nocnennee Bpems B meiaTpuyeckoil pakTHKe
HEPEIKO HAOJIOMAeTCsT TepeolieHKa BpayaMu-TIe/u-
aTpaMu M HEBPOJIOTaMU BJMSAHUS U POJU HEpUHA-
TAJLHOI'O THIIOKCUYECKU-UIIEMUYECKOTIO IIOpaKeHN
nenTpamrbHoil HepBHOU cuctembr (ITHC) y nereit
paHHETO BO3pacTa, YTO MPUBOAUT K AMATHOCTHYE-
CKUM OIMUOKAM U HETPABUJIBHOI TaKTUKe JICUCHUS.

BospmuHCcTBO MPAKTUKYIONIMX JE€TCKUX HEBPO-
JIOTOB OYEHDb YaCTO TPAKTYIOT CHUKEHUE MBIIIECYHO-
IO TOHyCa U 3aJI€PKKY TEMIIOB CTATOKUHETUYECKOTO
pasBuTHsT pebeHKa Kak MPOSIBIECHUST THITOKCHYECKH-
nmemudeckoro mnopaxkenust [[THC, naxke necmorpst
Ha TO, YTO HE OTMEYAIOT XOPOIIETr0 MOJOKUTEIBHOTO
adgdekTa OT MPOBOAMMON CTAHAAPTHON AHTUTUIIO-
KCMYECKOH Tepanuu B PaHHEM BOCCTAHOBUTEIbLHOM
meprojie W KOMIJIEKCa PeabUINTAMOHHBIX Mepo-
NPUATUH B JJaJbHEHIIIeM.

B To ke BpeMs B CTPYKType MaToOJOTUU paHHE-
TO JIETCKOTO BO3pacTa mopaxkeHue mnepudepuaeckoi
HEPBHON CHCTEMBI BCTPEYAETCS [OCTATOYHO YaCTO
[1], He Bcerza cBoeBpeMEHHO AMATHOCTUPYETCS, ajie-
KBaTHO OLICHUBAETCS U YYUTBIBACTCA 1IPU IIPOBEICHUI
Tepanuu 1 peabuanuTaluy JeTeil.

Hawnbosee yacroii hopmoii mopaxkenus nepude-
pUUYeCKOil HEPBHOW CHUCTEMbI BO BCEX BO3PACTHBIX
rpynmnax gBJgioTcsl MOJUHEBPOIIaTUH, KOTOPbIE pac-
cMaTpUBAtOTCS Kak GOJIe3Hb BCETO OPTaHU3MA C pe-
aju3alueil 1aToJIOrMYeCKOro Ipoliecca Ha YpOBHE
nepudeprdeckux HepBoB. Ha cerogHsmHwii aeHb
BbigesAoT Oosee 100 BUAOB MOJMHEBPONANNT, KO-
TOPBIE UMEIOT B II€JIOM CXOXKYI0 KIMHUYECKYIO Kap-
TUHY, HO OTJWYAIOTCS [0 3TUOJOTMH, IIaTOTeHEe3Y,
matoMopdoJIOTHH U TPEGYIOT Pa3IMYHbBIX MOIXOI0B
k Teparnuu [2]. Kpome Toro, yactoTa BCTpedaeMoCTH
pas3HbIX (OPM TIOJUHEBPONATHI B OTHAETHHBIX BO3-
PACTHBIX TPYIIIAx pasjndHa. Tak, B IETCKOM BO3pacTte
ocoboe 3HAUEHUE UMEIOT HACJIEICTBEHHBIE MOTOPHO-
CEHCOpHBIE MOJMHEBPOIIATUH, O KOTOPBIX 3a4acTyIO
HEOOOCHOBAHHO 3a0bIBAIOT TPAKTUYECCKUE CTCKUE
HEBPOJIOTUU U Tienatpsl [3, 4].

PaceMoTprM OT/Ie IbHbIE TPYIIBI HTHX 3200 I€BaHUIA.

Hacnedcmeernnovie MOMOPHO-ceHCOPHbIE NOTUNES-
ponamuu (HMCH) — 5TO TeHeTUYECKHU TeTePOTeHHAsd
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rpyiia 3a00JIeBaHNH, CBSI3aHHAS C TIPOTPECCUPYIOTIEi
JereHepaiieil nepudepuiyecKkux HepPBOB, aTpodu-
eil m caaboCThIo AUCTANBHBIX MBI KOHEYHOCTEI.
HMCH ne To1bKO HanboJiee 4acTo BCTPEYaIOTCs Cpe-
I HACJIEJICTBEHHBIX 3a00JIeBaHUil TTepr(epuIecKoii
HEPBHOI CUCTEMBI, HO W CPE/IN HACJEJACTBEHHBIX 3a-
60JIeBaHUI YeIOBEKA B 1[€JIOM. PaciipoCTpaHeHHOCTD
HMCH B pa3ubix MomyJsisiusx BapbupyeT B IMUPOKUX
npenenax, cocrasisis B cpexarem 12,9 wa 100 ThIc.
nacesenust [5-7], B Ykpanne — 5,64 na 100 Toic.
HacejeHuss ¢ kKoseGanusimu ot 1,07 mo 1595 [7].
B nacrosiiee BpeMs ycTaHOBJIEHA TeHETUYECKas Te-
TEPOTEHHOCTDb ¥ OMUCAHBI (DOPMBI C Ay TOCOMHO-JIOMU-
HAaHTHBIM, ayTOCOMHO-PEIIECCUBHBIM U PEIeCCUBHO-
X-clenJeHHBIM THUIIAMM HacjejoBaHug. Bospact
Havasma 3a60JeBaHU, €T0 TSYKECTD, TPOTPECCUPOBa-
HUe 3aBUCSAT OT TUIA HEBPOIATUM U MOTYT CHJIBHO
BapbUPOBATH JlaKe B Mpejesax oHoi cembu [8—10].

Ha ceropnstuamii geHp Kapruposato 6oJiee 25 j1o-
kycoB HMCH, unentudunmuposano 22 rena, MyTaimu
B KOTOPBIX 00YCJIOBINBAIOT PA3BUTHE JAHHOTO MATO-
sornyeckoro nporiecca [§]. HMCH-1X-gomunanTHas
X-cuemieHnast popma 3a00JIe€BaHMs], COCTABJSIONIAS
10—-20% ot Bcex caygaee HMCH, nmoxanm3oBaHa Ha
JUIMHHOM 1Tede X-XpoMocoMbl B obsact Xgl13 [11,
12]. Kogupyemblii reHom 6estok KOHHEKCHH 32 JIOKaJIi-
30BaH B HEKOMITAKTHOM MUEJIMHE TepexBaToB PanBbe
u Haceukax [IImuara — Jlantepmana, rie oH opmMupy-
€T MIPSIMblE KOHTAKTHI MEKIY COCETHUMU TITBAHHOBCKU-
MU KJIETKaMu, oOectieurBast GbICTPYIO TIepeiady HOHOB
MEK/Y CJI0SMU MUEJTMHA, YTO B PE3YJIBTaTe ONpe/IesiseT
CaJITATOPHbII XapaKTep MIPOBECHNsT BO30Y/KAEHUS 110
nepudepuueckomy Hepsy [10]. B rene GJB1 6buin
obHapy:keHbl 6ojiee 350 pasiuuHbix MyTauui [5, 8],
MPUBOAININX B 3aBUCUMOCTH OT WX JIOKAJIU3AIUU
" (YHKIIMOHATIBHONH 3HAYMMOCTH K PasHOOOPA3HBIM
kamHIYecKkuM mpogBiaeansiM HMCH.

[TepBuunoe nopaxenue nepsa npu HMCH Bezier
K BTOPUYHO# cabocT M aTpouu MBIIII, MPUYEM
B HauGOJIBINEH CTEMEHN CTPAIAIOT TOJICTHIE «OBICTPHIES
HEepPBHBIE BOJIOKHA, TOKPBITbIE MUETMHOBON 060J104-
KOH («MSIKOTHBIE» BOJIOKHA), KOTOPble MHHEPBUPYIOT
CKeJIeTHBIE MBIIIIBL. B mepByto ouepeab HapyniaeTcs
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UHHEPBAIUs HanboJiee IUCTAIBHBIX MBI, HCIIBITHIBA-
I01UX OOJIBIIYIO PU3UIECKYIO HATPY3KY,— CTOI U TO-
JIeHeli, B MEHbIIIel CTeNIeHN — KUCTEH PYK U MPeJTLie-
yuil. [lopaxenue 4yBCTBUTEIbHBIX HEPBOB IIPUBOJIAT
K HapyHIeHno 60JIeBOM, TaKTUIBHOI U TeMIIepaTypHOM
YYBCTBUTEIBbHOCTA B CTOIAX, TOJECHSX, KUCTIX PYK.
B pesyasrate s Beex rpynn HMCH xapakrepna
TpHaJia OCHOBHBIX KIMHUYECKUX CUMIITOMOB: aTpohus
JIMCTATBHBIX OT/IEJIOB KUCTEH, CTOIl ¢ uX aedhopmaliu-
eif, paccTpoiicTBa YyBCTBUTEIBHOCTH B 0OJIACTH aTPo-
(bUpPOBAHHBIX MBI, THIIO- WU apedIeKCHsT MBITIIT
BEPXHWX W HUKHUX KoHeuHocTel [1, 4, 13]. TlepBoie
CUMIITOMBI — €J1ab0OCTh B HOTAX, U3MEHEHHUE MTOXO/KH
(«HITaMIyiomasy, <IeTylumHass» ), 1mojBopaynBaHue
roJieHel, UHOT/Ia BOBHUKAIOT HECUJIbHBIE TIPEXO/IAIINe
60JI B HUKHEH YacTH HOT ¥ HapyIlIeHUE YyBCTBU-
TeJIbHOCTH. B masibHeiieM mporpeccupyer ¢aabocThb
MBI, TPOUCXOAUT aTPO( U MBIIII] TOJEHEH, HOTH
MPUOOPETAIOT BUJ| <IIEPEBEPHYTHIX OYTBHIJIOK», YACTO
MIPOUCXOJUT fehopMaliust CTOII, B IIPOIIECC BOBJIEKA-
I0TCSI MBIIIIBI KUCTEH PyK ¥ npeamsednii [2, 5, 14].

ITo npemnoxkenuto P. Dyck u E. Lambert [15]
Ha OCHOBAaHWM 3JEKTPODUBUOJOTHUECKUX JTAHHBIX
HMCH O6butn pasjieJiecHbl Ha JiBa OCHOBHBIX THUIIA:
nemuenunusupytomuii (1) n akconanpnpiit (11). Ans
MOTOPHO-CEHCOPHOU Heliporniatuu | Tuma xapaxtepHo
CHUIKEHUE CKOPOCTHU IIPOBEACHUS MMITyJbca 10 Iie-
pudeprdeckum HepBaM, B GOJBINEH CTEMEHN BBIpa-
KeHHOe JIIST Masio- 1 6oJbie6epIioBoro HEPBOB (Ha
HOTax), B MEHbIIIeW — I CPEMHHOTO U JIOKTEBO-
ro HepBoB (Ha pykax). [Ipu 3abonesanussu HMCH
I tuna HaGMOAAIOTCH HE3HAYUTEJNbHO CHUMKEHHDIE
WX HOpPMaJbHble 3HAYEHUS CKOPOCTU MPOBENCHUS
umiyJbca (bosee 45 M/c 1 cpeiiHHOro Hepsa) [16].

BosnuknoBenrie HMCH I tuna (HMCH-1) cBs-
3aHO € TEHETHUECKUM ZIeheKTOM CHHTe3a repudepude-
CKOTO MUEJIMHA (JIeMUETTMHU3UPYIOMINH, rutiepTpodu-
yeckuil BapuanT 60se3nu [lapko — Mapu — Tyra).
Hawubosee yacTo JaHHbIi BApUAHT HACHEAYETCS 10
ayTOCOMHO-JIOMUHAHTHOMY TUILY U XapaKTepusyercs
CUMIITOMAMU JIEMUETNHUBUPYIONTEN TIOTMHEUPOTIATHI
¢ PaHHUM HAYaJOM W MPOTPECCUPYIONINM TECUCHUEM,
MPUBOASIIUM K PaHHEH WHBAIUAM3ANIH GOJBHOTO.
[TepBble pu3HAKW BO3HUKAIOT /10 JIBYXJETHETO BO3-
pacta ¥ 06yCHOBIMBAIOT 33/IEPIKKY TEMIIOB PAHHETO
MortopHoro passutus [3, 17]. dus aroil hopmbl 60-
JIE3HW XapaKTepHa 3HAUNTEJNbHAST BIPA)KEHHOCTD MbI-
[IEYHBIX aTPODUil U ¢JTa00CTh B TUCTATBHBIX OTAETaX
PYK ¥ HOT, a TaKKe YyBCTBUTEJbHBIC HAPYIIECHUS 110
MOJIMHEBPUTHYECKOMY THUIly. /leTn X014t ¢ yrnopom Ha
nepeiHue OTAEJbl CTOI, OTMEYaeTCs MePOHeaNbHbIN
i Xoap0bl (crenmnax). Begencrsue arpoduyeckux
M3MEHEHUII B MKPOHOXKHBIX MBIIIIAX HOTU HUMEIOT
hopmy «tepeBepHyTOi Oy THLIKIY. OCHOBHOI CHUMII-
ToOM — slehopmalius CTot 1o TUIy (GPUAPENXOBCKUX,
MOJIBIX, dKBUHOBapycHbIX. Hepenku u nepudepuye-
CKHe BereTaTUBHbIE PAacCTPONCTBA — JUCTAJbHBIN
rUIEPruapos, uaHo3 kucreit u croi. Ilo mepe npo-
rpeccupoBaHus 3a60JIeBaHNs BOSMOKHO BOBJICUEHIE
B MATOJOTUYECKUI TPOIECC MBI TPOKCUMATbHBIX
otnenoB kKoneunocrel [18]. Ilpu amexkTponeiipoMmno-

rpacun (OHMI) nmpaktuyecku Beeria onpeesnsgercs
3HAYUTETHHOE CHUKEHHME CKOPOCTHU MPOBEECHUS M-
nyabca (CIIN) mo aBuraTesbHBIM HEPBAM HWMKHUX
koneuyHocreit (10—-30 m/c). [laronornueckuii mpoiecc
nMeeT MEJIJIEHHO TTPOTPecCUpyIoNnil BOCXOISIINI
THUT TOpaykeHust 6e3 riyOoKoN nHBamuau3arn [15].
Mopdosiorrnueckoe uccenoBanue buornrara mepude-
pudecKux HepBoB 1pu I Tuie 3a601eBaHUA BBIABIISIET
XapakTepHble TMPU3HAKM WX JeMUETUHU3ANNN ¢ 06-
pasoBaHUeM JIyKOBHIIEOOpasHbIX yroJmieHuii [12].

leneTmuecky BBIZIESIOT HE MEHEe TPEX BAPUAHTOB
HMCH-1 ¢ atum tunom nacienosanus |8, 15]. Hau-
6osiee pacnpoctpanertbiii — HMCH-1A, npu xoto-
pPOM TeHeTHYeCKuil eeKT 0OHAPYKEH HA KOPOTKOM
miede 17-if XpoOMOCOMBI 1 TIpeJcTaBIIsger codoil yaBo-
eHUEe WU TOYEYHYIO MYyTalMIO T'eHa, KOJUPYIOIEro
cuHTes Geska nepudeprudeckoro MuesnHa. IIpu apy-
roM, pexxe BcTpedaioteMcs Bapuante — HMCH-1B,
KOTOPBIN KIUHUYECKU 1 2JIeKTPO(DU3NOJIOTUIECKU HE
oranvaercs or HMCH-1A, renernueckuii nedexr
obHapysKeH Ha JJIUHHOM Tuiede 1-fi XpOMOCOMBI, OH
CBg3aH € TOYEYHOM MyTalueill reHa, Kojaupylolle-
ro GeJloK MueauH. B psge ciydaeB reHeTHYeCKHil
nedexr ocraercst neusBectubiM (HMCH-C). Pexe
HMCH-1 naciemyioTcsi 10 ayTOCOMHO-PEIEeCCUB-
HOMY THILY, B 9THX CJIy4asiX BbISBJeHA MyTallugd Ha
JUIMHHOM Tiiede 8- xpomocombl [12].

HMCH I tuna ¢ X-crenyjieHHbIM JOMUHAHTHBIM
HacJie[oBaHueM JIeCTUPYeT WHOTAA 3HAYUTEIbHO
nos:xe, B Bospacre ot 19 o 60 mer.

HMCH II tuna nmeeT Ha3BaHUEe HEHPOHAIBHOM,
WJIN aKCOHAIBHOM, hopmbl Gonesnu [lapko — Mapu —
TyTa, matomopdosiornuecKku MpogBIsAionieiics NpusHa-
KaM{ aKCOHAJIbHOM JlereHepaliiyu 1 BTOPUYHOM JieMue-
JimHA3aIe 6e3 06pasoBaHUS «JTYKOBUYHBIX TOJIOBOK»
[8, 16]. HMCH-2 mepemafoTcst 0 ayTOCOMHO-IOMHU-
HAaHTHOMY THUITY, Pe3Ke — M0 Ay TOCOMHO-PEIECCUBHOMY.
JlaHHBIA KIMHUYECKUIT BAPUAHT 3a001€BaHMs], BIIEPBBIE
omucannbiii A. Guesta et al. B 2002 . B ucnanckoii
cembe [17], mpe/icTaBIeH aKCOHATBHON TTOJMHEHPOTIa-
THEH, COUETAIONIENCS € MAPATHIOM IOJIOCOBBIX CBSI30K.
ITepsbie pusHaKy 3a60JeBaHIsI BOHUKAIOT B PAaHHEM
JIETCKOM BO3PACTe M XapaKTEPU3YITCst OrpydieHreM
roJioca, caaboCThI0 MBI JUCTATBHBIX OTIEN0B PYK.
3aboseBanue OBICTPO TIPOTPECCUPYET, TIPUBO/IA Yepes
HECKOJIBKO JIET K TsKesoMy Hepudepuyeckomy Ia-
pasuyuy WM Tape3y AUCTATBHBIX OTIEJOB PYK U HOT,
U3MEHEHU0 TeMOPa roJioca ¥ JbIXaTeIbHbIM HapyIiie-
HusiM. VHBasnin3aius OOJIbHBIX HACTYIIAET B KOHIlE
[IEPBOTO IECATUIIETUS KUBHMU.

IIpu obcaemosanuu cemeit ¢ HMCH-2A ay-
TOCOMHO-/IOMUHAHTHBIM THUIIOM HaCJeJ0BaHUS TeH
BBISBJISIETCS Ha KOPOTKOM Tiede 1-fi XpOMOCOMBEI,
B JIDYTUX CIy4YasgX — Ha [VIMHHOM Ijiede 3-if XpOoMo-
combl (HMCH-2B). Boinensior dopmy HMCH-2C,
He CBSI3aHHYIO C JIOKycoM 1-if uiaum 2-if XpOMOCOMBI.
HMCH-2D BbI3bIBaloTcst MyTaliieir B KOPOTKOM TLjie-
ye 7-it xpomocomsr |5, 15].

HMCH-2 moryT nacjiez0BaTbcs 10 ayTOCOMHO-
PEIECCUBHOMY THITY, B 3THX CJy4YasX OHU OOBIYHO
IPOTEKAT GOJIee TSKEIO U MPOSIBJSIIOTCS B IIEPBbIE
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rOJbl JKU3HU. JIeTH MPEXbBIISIOT KaJ00bl HA TPYII-
HOCTH 1Ipu X0xab0e, bere, ciabocTh B HOrax. KianHu-
YECKU OTMEYAIOTCS aTpohust U caaboCTh MBITIIT [IC-
TAJbHBIX U [IPOKCUMAJIBHBIX OT/IEJ0B KOHEYHOCTEH,
nedopmaluy KUCTeil U CTOI, oTcTaBaHue B (huszmde-
CKOM pa3BuTHU. BoJie3Hb GBICTPO POTPECCUPYET, UTO
MPUBOAUT K MHBATUAM3ANNH jaeteit [5, 16].

lennbr kaprupoBanbl Ha ajauHHOM Itede 8, 11,
5-it xpomocom. Kimnnuecku 3abosieBaHue HATIOMU-
nHaer HMCH [ tuma, HO mposiBisieTcs TO3/1HeE B BO3-
pacte 13—16 met, peske B MpoIiecc BOBIEKAIOTCS PYKH,
MeHee BBIPAKEHBI TTPU3HAKKA HAPYIICHUS YyBCTBU-
TeJTBHOCTH U iehopmariuu cTorbl. OJHUM U3 TJIABHBIX
MeTOojI0B, moMoraionux auddepentupoats HMCH
[T ruma or HMCH 1 tuna, ssagercs IHMI, npu ko-
topoii kK kputepusim HMCH-2 oTtHOCSTCS: HOpMaJIb-
Hble (cyOHOpMasbHbie) Bemmuuabl CIIU, cHKeHe
AMILJIUTY/IBI ¥ TITOau M-0TBeTa CTOM, yBeJTnIeHe
€ro VINTENbHOCTH U u3MeHeHus ¢hopmbl (nedopma-
nus, nomudasus). Cpenuss ammntyna M-orBera
npu HMCH II tuna npumepso B 2—2,5 pa3a MeHbIIIE,
yem ipy HMCH 1 tuma [8, 9]. IIpu akconampHBIX
BapraHTaxX GOJIE3HU OTMEUAETCS YMEHbBIIEHUE KOJIH-
YecTBa MUETMHU3UPOBAHHBIX BOJIOKOH.

Hapsany ¢ I u I1 tTunamu HMCH B ktmHuYecKoi
kJIaccuUKaIUK BbIIEJALIOT ellle MATh PEJKUX TUIIOB
sabonesanus [1].

III T7um HMCH upescrasien 6Gonesnbio Jlexepu-
Ha — CoTTa, XapakTepusyromencs 1e610TOM CUMIITO-
MOB B IE€PBbIC TO/bI JKU3HW, BBIPAKECHHON TUITOTPO-
ueit nepudepuueckux HepBos, camkenneM CIIN mo
JIBUTATEJIBHBIM BOJIOKHAM M paHHE! MHBAIUAU3AIINE.

K IV tuny HMCH orrocutcs 6osestb Pedcey-
Ma, TIPU KOTOPOH B HACTOsIIEE BPeMsT HaOIIOIAeTCsI
HEePBUYHBI OMoXUMUYECKUil 1edeKT, TPUBOSIIUI
K HapylIeHno oOMeHa (PUTAaHOBOW KUCIIOTHI; JJIsT Hee
XapaKTepPHO cOYeTaHWEe [BUTATEIHHON MTOJTMHEBPOIIA-
TUU C aTaKCUell U UXTHUO30M.

HMCH V tuna BxJiodaeTt pejikyio KINHIYECKYTO
(bopmy, xapakTepu3yIolLylocs coYyeTaHueM aKCOHAJb-
HOW HEWpomaThuu ¢ MUPAMUIHON CUMIITOMATUKON
[15]. TIepBbie mpusHaky 6OJE3HN BO3SHUKAIOT B BO3-
pacte 4—8 JieT B JUCTAJbHBIX OTAENaX HOTL, 3aTeM
pyk. Ocob6eHHOCTH 3TOTO KIMHUYECKOTO BAPUAHTA —
coueTaHue CUMITTOMOB TIOJInHelpornatuu (ci1abocTw,
aTpoduu 1 YyBCTBUTEJIbHDBIX HAPYIIEHU B [UCTAJIb-
HBIX OT/IeJIaX PYK ¥ HOT) C CYXOKUJIbHOU runepped-
JIEKCHE U TTOSIBIIEHUEM TATOJOTHIECKUX PehyIeKCOB,
60JIe3HEHHBIX KpaMIInii Mblil rosieHeil. Habimonaercs
MOXO/IKa B BUJIE CTENMaxka C 3JeMeHTaM# CIIACTUKH,
X0/pba Ha MATKaX HEBO3MOJKHA, TOBBIIIEH MbIIICY-
HBIIl TOHYC IO IIMPAMMUIHOMY THUILy B HUXKHUX KO-
HEYHOCTAX. XapaKTepHa CeHCUTUBHAS aTakcus [6].

ITpu SHMT Gosbie- 1 Maso6ePIOBLIX HEPBOB
HAOJTIOIAI0TCST 3HAYUTEJNHHOE CHYKEHIE aMILTATY bl
M-oTBeTOB 1 yMepeHHOe IOBLIIIEHNE MOoKa3aTesuei
KOoHeuHo jatenTHocTH, cHkenue CIIU mo moTop-
HBIM akcoHam 10 26—28 m/c [4].

B ornnmure or HMCH V Tuma, apyrue 3abo-
JIEBAHWS W3 TPYIIIBI MOJUHEBPONIATUH, AUCTATHHBIE
CIUHAJbHBIE MBIIMICUHbIE aTPOOUU W AUCTATbHBIC
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MUOAUCTPOPUN HE COTTPOBOK/IAIOTCS CIIACTUYHOCTBIO
U IPYTUMU CUMIITOMAaMU MTUPAMU/THON HEIOCTATOYHO-
CTH, & XapaKTePU3yI0TCs 3HAYUTEJIbHBIM CHUKEHUEM
MBIIIIEYHOTO TOHYCA U yrHeTeHHueM pedJieKCcoB.

HeobxoauMo Takke MOMHUTH, 4TO COUYETAHUE
CHACTUYHOCTUH ¥ aMUOTPOGUN MOTYT HabJIIOAATHCS
[IpU Pa3BUTUN OOBEMHOTO MPOIIECCa CITMHHOTO MO3Ta,
MUEJOANCILIA3NHT, CIIOHUIOTeHHOU NN COCYAUCTON
MueJonaTuu. B ¢BA3M ¢ 9TUM /I IUATHOCTUKU T10-
Ka3aHo IIpoBejieHue HEeHpOBU3yaIU3allMi CIIMHHOTO
Mo3ra. Hasmmure HUKHETO CIACTHYECKOTO Maparapesa
yKasblBaeT Ha HEOOXOAMMOCTH Mt depeHIInaTbHOM
JMarHocTuku ¢ 6osesnpto [ITproMmesns. OgHaKo u30-
JIMpoBaHHble (OPMBI CIIACTUYECKON Tapaljieruu He
COTIPOBOXK/IAIOTCS 3HAUUTEJBHBIM CHUKEHHEM MbI-
MIEYHON CHJIBI B aMUOTPO(GUAMU KOHEuHOCTEH |5, 6].

HMCH VI tuna — BecbMma pejikast hopma, Xxapak-
TEPUBYIONIAsCSI COUYEeTAaHUEM CUMIITOMOB Tiepudepn-
YecKO HeBpOTAaTUH, aTPOMUN 3PUTEJIbHBIX HEPBOB,
HelipoceHcOpHOU TyroyxocTu. B smutepartype onuca-
HBl €JIMHUYHBIE CEMBH, T/Ie €CTh OOJIbHBIE C TaKUM
coyeTaHWEM CHUMIITOMOB M Pa3HbIMM TUIIAMM HacJle-
noBaHusl. B HanboJblleM KOJIMYECTBE OMUCAHHBIX
cJIydaeB OTMEYAeTCsl ayTOCOMHO-PEIECCUBHBIN THUII
HACJIEJIOBAHUS, TIPH KOTOPOM 3a00JieBaHue 1e0I0TUpY-
eT TIoJIMHeBpOoIIaThel, BO3HUKAIOIIEeH B IETCKOM UJIU
B3POCJIOM BO3pacTe, K Heil 103:Ke IMPUCOeAMHAIOTCS
arpodum 3pUTEJbHBIX HEPBOB U HelpoceHcopHasd
Tyroyxocts [4, 19].

[Tpu X-cremmennbix BapuanTax HMCH VI tuna
3abosieBanue neboTUpyeT B Bozpacte 30—35 set, co-
IIPOBOK/IAETCS CHUKEHUEM CJIyXa ysKe B TPYZIHOM BO3-
pacre ¢ IOCJeYIONMM TPUCOeIUHEHNEM CUMIITOMOB
[IOJIMHEBPOIIATUN U aTPO(UU 3pUTEIbHBLIX HepBOB. I1pn
IHMT omnpenensiores mpusHaky rpy6oit auddysHoi
MATOJIOTUN TiepuhepIUECKUX HEPBHBIX CTBOJIOB C BbI-
PaKEHHBIMU TIPOSBICHUSMU aKCOHOIIATUHN (AMILJTUTY A
M-orBeta — 43 MB) u pemuenuuuzanuu (CIIN —
19 M/c, pesunyanpras gatentnocts — 17,0 m/c), npu-
CYTCTBYIOT JleTeHepaTUBHbIC U3MEHEHUS MbIIIEYHOTO
arnmapara crom, rojeHeit. OTMedaercs BOBJeUEHUE
B Tpoliecc nepuhepruiecknx HEePBOB M CIIMHAJIbHBIX
CETMEHTOB JIJI BEPXHUX KOHEYHOCTEH B BUJIE MPOSIB-
JIeHN! HeBBIpaKEHHON Muenonatuu [5, 14].

HMCH VII tuna xapakrtepusyercs couyeTaHueM
CUMIITOMOB IIOJIMHEBPOIIATUY U TUTMEHTHOTO PETHU-
Huta [5].

[marnoctuka u muddepernmanbHas IMariocTuKa
HACJIE/ICTBEHHBIX MOTOPHO-CEHCOPHBIX MOJIMHEHPOIIa-
THiT 6a3UPYIOTCST HA KIMHUYECKUX JAHHDBIX, PE3YJIbTa-
tax IHMI -uccienoBanusi, MeTogax reHEeTUYECKOrO
ananusa ¢ npopeaenneM JIHK-auarmocturn. bosb-
mutcTBo HMCH 1e610TupyoT B cpeiHeM JETCKOM,
MOIPOCTKOBOM HWJTH BO B3POCTOM Bo3pacte. OaHAKO
B IOCJIe/IHEE BPEMSI PETUCTPUPYIOTCS CIydyal MaHU-
decrantuu HMCH B pannem sieTckoM Bo3pacTe.

B xavectBe mpumepa HMPUBOAUM KIMHUYECKUM
caydait HMCH y pebeHka aByX JI€T.

Ha IIPUEM K HEBPOJIOTY B ITOJIMKJIMHUKY IO MECTY KU-
TeJILCTBA 0OpaTwIiCh poautenu aesouku JI., 2 rona, ¢ xano-
06aMHM Ha TO, 4TO y peOeHKa HapylieHa nmoxoaka. C ux clios,
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MPpU XOAb0Ee Yy NeBOYKU MEPUOINICCKN «ITOIKAIINBAIOTCS
HOXKMU, U OHA nanaer». 2KajaoObl OTMeUYaIuCh B TEUEHUE HE-
CKOJIbKMX MecslieB. B HeBposornueckoM craTyce — Jjerkas
JNMCTOHMS B MBIIIIIIAX KOHEYHOCTE.

W3 paHHero aHaMHe3a U3BECTHO, YTO peOEHOK OT BTO-
poii 6epeMeHHOCTH, TIpoTeKaBlleit 6e3 ocodbeHHocTel. Poibl
MepBbIe, B cpoKe 39 Hell, IMyTeM oIepalluy KecapeBa CeUeHUs
M3-3a BO3HUKIIETO nucTpecca miona. [Ipu poxaeHun mac-
ca pebenka coctabisiia 2700 1, pasmepsl — 50—33—31 cm.
OrueHka 1o 1mkajie Anrap 6—8 6amros. [lnarHo3 B poaaome
«1nepuBeHTpUKyIsipHas uiemus [—II ctenenu». Cunapom
3aJIePKKU BHYTPUYTPOOHOTO Pa3BUTHSI, ACUMMETPUYHBIN Ba-
puaHT. PeGeHOK B pommoMe mojydyall coMa3uHy, peaMOepuH,
MWIApOHAT. BeinmucaHa u3 poaaomMa B YIOBIECTBOPUTEIbHOM
COCTOSIHUU.

B nanpHeiineM peGeHOK peTyJasspHO MPOXOIUI Kyp-
CBhl BOCCTAHOBUTEJIBHOU Teparuy MO MECTY XKUTEIbCTBA
1 B XapbKOBCKOM TOPOJCKOM TepUHATAJbHOM IIEHTpE,
KOTOpbIe BKJIIOUAIU 3HIIE(Paboa, KOSH3UM-KOMITO3UTYM,
COMa3uHy, Kaibliys romanteHar, Mmaccax, JI®K. Hecmorps
Ha IMPOBOIMMYIO Teparuio, AeBOUKa OTCTaBajia B TEMIIaX CTa-
TOKMHETHUYECKOTO Pa3BUTHSI: TOJIOBY yaepxKuBaia B 3,5 Mec,
TMOBOpaYMBajIach Ha XKUBOT — B 7 Mec, cuziesna — B 9 mec,
CaMOCTOSITEJIBHO CTajla XOAuTh B 16 Mec. B HeBposornue-
CKOM CTaTyce — CHIKEHUE MBILIIEYHOTO TOHYCA, MPEeUMYIIe-
CTBEHHO B BEpXHUX KOHEYHOCTSIX, OOJIbIIIE CIIpaBa.

19.10.2010 neBouka MPOKOHCYJbTUPOBaHA Ha Kadenpe
HEePBHBIX 0oJie3Hel XapbKOBCKOTO HAIMOHAJTBLHOTO MEIM-
LIMHCKOTO YHMBepcuUTeTa. B comarmueckom crtatyce — 6e3
maroyiornu. B HeBpoJlornueckoM craTyce — CoO3HaHHUE SICHOE,
aKTHMBHA, KOHTaKTHa. YepernHo-Mo3roBasi MHHEpBalus 6e3
BUAMMOI naTojioruu. ToHYC MBILIL B KOHEYHOCTSIX TU(PPy3-
HO CHWXXEH, 0OJIbllle B HYKHMX. [MIepMOOMILHOCTD CycTa-
BoB. CyxoxXuJibHbIe pediekchl ¢ pyk D = S cHuXeHbI, ¢ HOT
He BBI3bIBalOTCS. [1aTOIOTMYECKIUX MPU3HAKOB HE BBISBICHO.
B noze Pombepra — nouiarsiBanue. [lanablie-HOCOBYIO TIpO-
Oy BBINOJIHSIET ¢ TmonpaBkoii. [Toxonka — cO CIIOKHOCTIMU
OTpbIBa MEPETHEro Kpasl CTOMbI, Ha TsATKaxX 3aTpyaHeHa. [1o
JIECTHULIE IEBOYKA TTOTHUMACTCS C TTOIEPKKOIA.

YauThiBas Kajo0bl U U3BMEHEHUST B HEBPOJIOTUIECKOM
cratyce pebeHKa, peKoMeHmoBaHo mpoBect DHMI. boiu
BBISIBJICHBI CJICIYIOIINE NU3MEHEHUS:

S. m. Extensor Digitorum Brevis, n. Peroneal, L5, SI.
AmmiuTtyna M-oTBeTa MpU CTUMYJISILMUA B AUCTaJIbHOK
Touke 0,46 MB. TepmuHanpHag nmateHTHOCTh 10,30 Mc
(Hopma 4,00—5,80). PesumyanbHast matreHTHOCTD 2,03 McC.
[MpokcumanbHO-AUCTANBHBINM KO3 dumueHT 1,25 (Hopma
0,98—1,20). CxopocTb pacipocTpaHeHUsT BO30OYXKACHUS
CHUXKEHa: Ha yJacTKe mpearaocHa — 5,34 M/c, Ha yJacTKe
«IIPEATUTIOCHA — TOJIOBKA MajioGepIioBOi KOcT» — 6,65 M/c
(nopma 45,60—61,80 m/c).

D. m. Extensor Digitorum Brevis, n. Peroneal, L5, S1.
AwMrIityna M-oTBeTa IMpy CTUMYJISIIAN B TUCTAIBHOM TOYKE
0,23 mB. TepmunanbHas nateHTHOCTH 10,30 Mc. Pe3umy-
ajibHas JJaTeHTHOCTh 1,48 mc. TTpokcumanbHO-AMCTaIbHBIN
koo duument 1,17 B Hopme. CKOPOCTb pacrpoCTpaHEHUSI
BO3OYXIEeHUST CHUKeHA: Ha yJacTKe TIpearuiiocHa 5,34 m/c,
Ha yJacTKe MPEeATUIIoCHA — TOJI0OBKa MaJI00ePIIOBOM KOCTH —
6,24 m/c.

D. m. Abductor Hallucis, n. Plantar Medial, S1, S2. Am-
mauTtyra M-oTBeta pu CTUMYJISIUMU B AUCTAJbHOW TOUYKE

0,53 mB. TepmunanbHas nateHTHOocTh 10,35 Mc. Pe3uny-
ajbHas JaTeHTHOCTh 3,12 mc. [IpokcuManbHO-IUCTaTbHbII
ko3(duuneHt 1,43. CkopocTh pacrpoCTpaHEHUsT BO30OYX-
IICHUsI: Ha yJyacTKe MeauayibHas Jogbikka — 4,83 m/c, Ha
yyacTKe MeauaibHas JOAbIKKA — TOAKOJEHHAs sIMKa —
6,92 m/c.

S. m. Abductor Hallucis, n. Plantar Medial, S1, S2. Am-
muTyna M-oTBeTa NIpu CTUMYJISIIUKA B AUCTAJIBHOUM TOUKeE
0,03 mB. Tepmunanbhast nateHTHOCTH 11,10 Mc. Pesumy-
anbHast JaTeHTHOCTh 1,30 Mc. [TpokcuMabHO-IUCTaTbHBI
ko3 puumeHT 1,13 B Hopme. CKOpOCTh pacnpocTpaHe-
HUSI BO3OYXXAEHMS: Ha y4yacTKe MeaualibHasl JOJbKKAa —
4,50 M/c, Ha yyacTKe MerasibHasl JIOAbIXKKA — MOIKOJIEHHast
samka — 5,10 m/c.

3axmouenne DHMTI: mpuszHaky BIpaskeHHOM, TIPEUMy-
IIECTBEHHO MOTOPHOI MUETMHOAKCOHOMATUY (TIOTMHENpo-
MaTUM) HACJIEACTBEHHOM (?) (DOPMBI.

PexomeHnnoBaHo noobcnenoBanrie B Meanko-reHeTuye-
ckoM 1eHtpe (MI'Ll), mpoBeneHue siAepHO MarHUTOPE30-
HaHcHoli Tomorpaduu (AMPT) ronoBHoro mosra, 371eKTpo-
sH1edanorpaMmsl (D3T).

04.11.2010 BBITIOJIHEH OMOXMMMWUYECKUI aHAIN3 KPOBMU:
kpeatnHdochokuHaza — 0,3 (Hopma a0 0,33 MkaT/), JaK-
taT — 1,76 (Hopma 0,56—1,67 mmoib/1), mupyBat — 105,12
(HopMma 45,6—114 MkMoOJTB/7T).

12.11.2010 moBTopHO mipoBeneHa DHMI. 3akitoueHue:
MOJTyYeHHbIe JaHHbIE CBUAETETHCTBYIOT B TIOJIb3Y TPYyOOit
aKCOHAJIbHO-IeMUETMHU3UPYIOIIEH TToNuHeiiponaTuu (Ha-
cJIeICTBEHHAss MOTOCeHCOpHasl Helipornatus (?)).

17.11.2010 — koHcynsTauusi B UHCTUTYTEe HEBPOJIOTHUH,
ncuxuarpuu u Hapkosorun HAMH Ykpaunsl. JluarHos: Ha-
CJIeZICTBEHHAs MOTOCeHCOpHas mosmHeliponaTust (?). Pexko-
MeHIOBaHbI KOHCYnbTaus B MI'LL, Ha3HaueHre BUTAMIHOB
B1, B12, nu6a3ona, cBeueit KOpUIJIMIIL.

10.02.2010 — neBouka obOcaeaoBaHa U MPOKOHCYJIb-
tupoBaHa B MI'LI. TIpoBeneHo uccienoBaHue 6GMOXUMUYE-
CKMX TIOKa3aTesiell KpOBU: KpeaTUHUH 26,26 MKM/J (HOpMa
27—62), ocTaibHbIE IIOKA3aTeX B IIpeae/iax HOpMbI. B He-
BPOJIOTMYECKOM CTaTyce — TUIMOTOHUS, TUMopedIeKcus
(cyxoxuibHbIe pedieKChbl TOPIUAHBI). YUUTHIBAs XKaloObl,
aHaMHe3 3a00JeBaHUsl, PE3yJIbTaThl KIMHUKO-T€HEeal0ru-
yeckoro aHanusa, nainHele DHMI npobaHaa ycTaHOBIEH
NIMATHO3 HACJIeICTBEHHAst MOTOCEHCOPHAst TTOJIMHEHPOTIaTHSI,
ayTOCOMHO-TOMWHAHTHBIN TUTT HacIenoBaHus. PekoMeHno-
BaHBI: IpUeM HeiipomuanHa, Hykiaeol IM®, HelipoBUTaHa,
anbda-numnoHa, Maccax, JIDK.

TakuM 00pasoM, CHUKEHUE MBIIIEYHOTO TOHYCA
7 33JIePKKA TEMITOB CTATOKMHETUYECKOTO PA3BUTHUA
MOTyT OBITH 00YCJIOBJIEHBI HE TOJBKO TUITOKCHYECKH-
nmemunyeckum nopaxkenvem [ITHC, Ho u rpynmnoii na-
CJIe/ICTBEHHBIX MOTOPHO-CEHCOPHBIX ITOJINHEBPOIIATHIH,
41O TpeOyeT COOTBETCTBYIONIEH JOIIOJIHUTEIbHON a1a-
THOCTUKHU C yYETOM KJIMHUYECKUX JAaHHBIX, Pe3yJibTra-
toB DHMI -ucciaenoBanmst, METOLOB T€HETUUECKOIO
anasin3za ¢ nposesiennem JIHK-nuarnoctuku. Hecmo-
Tpst Ha TO uto GosbimuHcTBO HMCH nebotupyior
B CpeAHEM JETCKOM, IOJPOCTKOBOM WJINA BO B3POC-
JIOM BO3pacTe, B IToCaeaHee BPeMs PETUCTPUPYIOTCA
cayuan manudecrartnn HMCH u B pannem netckom
BO3pacTe, YTO HEOOXOAUMO YUUTHIBATH YUACTKOBBIM
neguaTpamM U JeTCKUM HEBPOJIOTaM.
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CHAJIKOBI IIOJITHEBPOIIATIL IK ®AKTOP CTATOKIHETUYHUX [IOPYIIEHD
Y AITEV PAHHBOTI'O BIKY

O.1. KAYK

Po3risiHyTO NUTaHHs €TiOJIOrii, HaTOreHe3dy, KJIIHiYHUX OCOOJIMBOCTEH Ta AiarHOCTHKH PisHux Gpopm
CNaJIKOBUX HOJiHeBponariid. 3a3HayeHO POJib CIIA/IKOBUX MOJiHeBponariii y popMyBaHHI 3aTPUMKH
CTAaTOKIHETHYHOTO PO3BUTKY [liT€il PAHHBOTO BiKY.

Kniouosi cnosa: cnadkosi Momopno-cencopui noinesponamii, cmamoxinemuuni nopyuenis, 0emieinisayis,
AKCOHANLHE NOUKOONCCHMSL.

HERITARY POLYNEUROPATHY AS A FACTOR OF STATOKINETIC DISORDERS
IN EARLY-AGE CHILDREN

0. 1. KAUK

The etiology, pathogenesis, clinical features and diagnosis of different forms of hereditary polyneu-
ropathies were discussed in the article. The role of hereditary polyneuropathy in statokinetic de-
velopment retardation in the early childhood is emphasized.

Key words: hereditary motor-sensory polyneuropathy, statokinetic disorders, demyelination, axonal damage.
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