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HACJIEACTBEHHBIE INTOJIMHEBPOITATHUU KAK ®AKTOP
CTATOKUHETUYECKHUX HAPYUIEHU

Y JETEA PAHHEI'O BO3PACTA
Kann. men. nayk O. . KAYK

XapbvKoecKuil HayUOHAIbHBLI MEOUYUHCKUIL YHUGEpCumem, YKkpauna

PaCCMOTpeHbl BOIIPOCHI 3THOJIOTHH, NMATOIr€eHe3a, KIIMHUYIECCKUX 0COOEHHOCTE U TMATrHOCTHKH Pa3JINn4YHbIX (1)0pM HACJCJICTBECHHBIX HOHHHCBPOHaTﬂﬁ.
Yka3zana POJIb HACJIE€ACTBEHHbIX l'lO.]'lPlHeBpOl'IaTHﬁ B (l)OpMHpOBaHl/ll/l 3aJ€PKKHA CTATOKUHETHYIECCKOI'0 Pa3BUTUA nerei paHHero Bo3pacra.

Kurouesvie cnosa: naciedcmeenmvie MOMOPHO-CEHCOPHblE noluHesponamuu, cmanmoxKuHemuiyecKkue Hapyuernus, deMueﬂuHumuuﬂ, AKCOHAJIbHOE noepema)enue

B nocneanee BpeMs B eIMaTpryeCcKOi MPaKTHKE HEPEAKO HAOII0AaeTCst
IepeolLleHKa BpadaMH-TIeMaTpaMd ¥ HEBPOJIOTaMHM BJIMAHUS M POJIU
MEePUHATATBHOIO TUIOKCHUYECKU-UIIEMUYECKOIO TOPAKEHUS LEHTPaIbHON
HepBHOi cuctembl (LUHC) y nereli panHero Bo3pacTa, YTO HPUBOJIUT K
JMAarHOCTHYECKUM OLIMOKaM M HEeIIPAaBMILHON TaKTHKE JICUCHHUSI.

BonbIIMHCTBO NPaKTUKYIOUIMX JETCKUX HEBPOJOrOB OYEHb YacTo
TPAaKTYIOT CHIKEHHE MBIIIEYHOTO TOHyca M 3aJepXKKy  TEMIIOB
CTaTOKUHETHYECKOTO Pa3BUTHsI peOEHKAa KaK IIPOSBIECHMS I'MIIOKCUYECKU-
nimemuyeckoro nopaxenus IHHC, naxe HecMOTps Ha TO, YTO HE OTMEYAIOT
XOpOLIEro IMOJOXKUTENbHOrO 3ddekra 0T NPOBOAUMON CTaHAAPTHOMI
AQHTUTHIIOKCUYECKONH Tepanuy B pPaHHEM BOCCTAHOBUTEIBHOM IEpUOJE U
KOMILJIEKCa PeaOMIIMTAIMOHHBIX MEPOTIPUATUH B JaTbHEHUIIIEM.

B TO e Bpemsa B CTPYKType IaTOJOTMH PAaHHEro IETCKOTO BO3pPacTa
NopakeHHe nepudepudeckoll HEPBHON CHCTEMBI BCTPEUYAETCSl HOCTATOYHO
gyacto [l], He Bcerga CBOEBPEMEHHO JAWAarHOCTHPYETCS, aJeKBaTHO
OLICHMBACTCSl M YYHUTHIBACTCSI IPH IPOBEACHHU TEPaNuM M peadHInTaluu
JieTen.

HauGonee wactoil ¢opmoii mopakeHus mnepudepudeckoil HEpBHOMH
CHCTEMBI BO BCEX BO3PACTHBIX I'PYIIaX SBJSIOTCS OJIUHEBPOIIATHH, KOTOPbIE
paccMaTpUBalOTCsl Kak OOJE3Hb BCErO OpraHu3Ma C  peanusanuei
[IaTOJOIMYECKOro Ipoliecca Ha ypoBHe mepudepuueckux HepBoB. Ha
CETOJHAIIHUN JIeHb BbLAENAOT Oonee 100 BULOB moauHEBponanuii, KOTopble
HMEIOT B LEJIOM CXOXKYI0 KIMHHYECKYI0 KapTHHY, HO OTJIHYAIOTCS IO
STHOJIOTUH, NTATOTeHE3y, NaTOMOP(OIOrUU M TPEOYIOT Pa3MYHBIX MOAXOI0B
k Tepanuu [2]. Kpome Toro, wacrora BCTpPEYaeMOCTH pa3HbIX (opm
MIOJIMHEBPONIATUH B OTAEJIBHBIX BO3PACTHBIX TIpyNmax pasinyHa. Tak, B
JIETCKOM BO3pacTe 0co0oe 3HayeHHEe HMEIOT HacJeICTBEHHBIE MOTOPHO-
CCHCOPHBIE IOJMHEBPONATHH, O KOTOPBHIX 3a4acTyl0 HEOOOCHOBAaHHO
3a0bIBAIOT MIPAKTHYECKUE AETCKUE HEBPOJIOTHUH U MeAUaTpsl [3, 4].

PaccmoTpuM OTAENBHBIE TPYIIIEI ATUX 3a001€BaHUH.

Hacneocmeennvie momopHo-cencopuvie noaunesponamuu (HMCH) —
3TO FEHETUYECKH rereporeHHas
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rpynna 3a0oleBaHMM, CBsA3aHHAas C MPOrPECCUPYIOLICH JereHepainue
nepuepuvecKux HepBOB, aTpodueil W craboCThIO AWUCTAIBHBIX MBIIII]
koHeuHocted. HMCH He Tonbko Haubojiee 4YacTo BCTPEHAKOTCS Cpeau
HacJEICTBCHHBIX 3a0osieBaHUll mepupepruueckoil HEPBHOM CHCTEMBI, HO U
cpenu HACJIEJCTBEHHBIX 3aboeBaHuil yeJoBeKa B LEJIOM.
Pacnpocrpanennocts HMCH B pa3sHbIX HONyJISIIMSX BapbUPYET B IIUPOKUX
npenenax, cocraBisii B cpexaHeMm 12,9 na 100 thic. Hacenmenus [5-7], B
VYkpaune — 5,64 na 100 TeIc. Hacenenus ¢ konebanusmu ot 1,07 mo 15,95 [7].
B Hacrosiee BpeMsi yCTaHOBJIEHA TeHETHYECKas TeTePOTreHHOCTh U OIHCAHbI
GOpMBI ¢ ayTOCOMHO-IOMH- HAHTHBIM, ayTOCOMHO-PELIECCUBHBIM H
peneccuBHO- X-CIEIUIEHHBIM THIIAMH HacliefoBaHWA. BospacT Havana
3a00JIeBaHUs, €T0 TSHKECTh, IPOTPECCHPOBAHUE 3aBUCST OT THIIA HEBPOIIATHH
M MOTYT CHJIBHO BapbHpPOBATh JaKe B Mpeeiax oaHoi cembn [8-10].

Ha cerognsamuauii jaeHb KapTupoBaHO Oosiee 25 nokyco HMCH,
UASHTUGUIIPOBAHO 22 TeHa, MyTallid B KOTOPHIX 00YCIOBINBAIOT PAa3BUTUE
naHHoro matojormueckoro mpouecca [8]. HMCH-1X-nomunanthas
X-cuennenHas Gpopma 3abonesanus, cocrapisomnias 10-20% ot Bcex citydaes
HMCH, noxanu3oBaHa Ha JUIMHHOM ILled4e X-XpoMOCOMBI B obnactu Xgl3
[11, 12]. Komupyemslii reHOoM O€JlOK KOHHEKCUH 32 JIOKaJu30BaH B
HEKOMITAaKTHOM MHUENTMHE MepexBatoB PaHBpe u Haceukax IImmara —
JlanTepmana, rne oH (OPMHUpPYET MPSMbIE KOHTAKTHI MEXIY COCECTHUMHU
[IBaHHOBCKH- MU KJIETKaMH, 0OecIieunBast OBICTPYIO Mepeiady HOHOB MEXITY
CJIOSIMH MUENTMHA, YTO B PEe3yJbTaTe OIpPEAENsIeT CAIbTATOPHBIA XapakTep
npoBeieHus Bo30yxaeHus mno nepudepuyeckomy HepBy [10]. B rene CIB1
ObuH OOHapysxeHbl Oosee 350 paznuuHbIX MyTauuit [5, 8], mpuBoAAIIMX B
3aBUCHUMOCTH OT HX JIOKaJIM3allMu H (byHKI_II/IOHaHLHOﬁ 3HAYUMOCTH K
pa3HooOpa3HbIM KIMHUYeCKUM nposisiaeHnsMm HMCH.

[epBrynoe nopaxxenne Hepa npu HMCH BezeT k BTOpHuHOH ¢1a00CTH
U aTpouu MBI, OpUYeM B HauOOJbLIEH CTENEHH CTPajaloT TOJICTHIE
«OBICTpBIE» HEPBHBIC BOJIOKHA, IIOKPBITBIE MHEJIUHOBOH 000704KOil
(«MSIKOTHBIE» BOJOKHA), KOTOpble HHHEPBUPYIOT CKEJIETHBIE MBIIIIEL. B
HEPBYIO OYEPe/ib HapyIIaeTCs
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WHHEpBalus HanOoJiee AWUCTAJIBHBIX MBIIIL, HCIBITHIBA-
OLIMX OOJNBIIYI0 (DU3UYECKYI0 HArpy3Ky,— CTOI H TO-
JIeHEH, B MEHBIIIEH CTeNIeH! — KUCTEN PYK U IPeAIUICYHH.
[lopakxeHHe YYBCTBUTEIBHBIX HEPBOB NPUBOJIUT K
HapyHIeHHI0 OOJEBOM, TAaKTHIBHOW U TeMIEepaTypHOH
YYBCTBUTEJIBHOCTH B CTOMNAaX, TOJICHSX, KHCTAX pyK. B
pesynprate i Beex rpymn HMCH xapakrepHa Tpuana
OCHOBHBIX  KIMHHYECKHX  CHMIITOMOB:  aTpodus
JHMCTAJIBHBIX OTHENIOB KHCTEH, cTol ¢ uX aedopmaruei,
paccTpoiicTBa UyBCTBUTENBHOCTH B OOJacTH arpo-
(GUPOBAaHHBIX MBI, THIO- WIA ape(IeKCHss MBI
BEpXHHX W HWKHHX KoHeuHocted [1, 4, 13]. IlepBrie
CHUMIOTOMBI — C€J1a0OCTh B HOTrax, M3MEHEHHE IIOXOAKU
(«wTamMnyromas»,  «IeTyIIMHas»), IOABOpauMBaHHE
roJieHed, MHOT/a BO3HMKAIOT HECHJIbHBIC IPEXOIINe
0oiM B HIDKHEW YacTH HOr' W HapylleHHe YyBCTBH-
TeJIbHOCTH. B nanbHelnieM nporpeccupyer ciaabocTh
MBI, MPOUCXOAUT aTpodusi MBI TOJEHEH, HOru
MPUOOPETAIOT BUA «IEPEBEPHYTHIX OYTBUIOK», YacTo
MIPOHUCXOIUT JiepopMalHsi CTOI, B TPOLIECC BOBIEKAIOTCS
MBIIIIEI KUCTEH PYK U Tpeauiedwnii [2, 5, 14].

ITo npemnoxennto P. Dyck u E. Lambert [15] na
OCHOBaHUH 3JeKTpodu3nonornueckux aanHsix [IMCH
ObUTM  pa3;eneHsl Ha  JBa  OCHOBHBIX  THIIA!
nemuenuuusupyromuii (I) u axconampnbiit (II). dns
MOTOPHO-CEHCOpPHOI Helponatuu | Tuma XapakTepHO
CHIDKEHHE CKOPOCTH IIPOBEICHUS HMIIyjJbca IO Iie-
pudepudeckuM HepBaM, B OOJIbILIEH CTENEHN BBIPAXKEHHOE
Ul Majio- U OoJblIeOeplloBOr0 HEpBOB (Ha HOrax), B
MEHbIIell — Ui CPEeJMHHOTO U JIOKTEBOTO HEPBOB (Ha
pykax). [Ipu 3a6oneBanusu HMCH II Tuna nabmronatorcst
HE3HAYUTEJIbHO CHIDKCHHBIE MM HOPMAJIbHBIE 3HAUYCHUS
CKOpPOCTH IpOBeAEHUs umIyisca (OGomee 45 m/c s
cpenuHHOTO HepBa) [16].

Bosauknoserne HMCH I tunma (HMCH-1) cBs-
3aHO C TeHEeTHYEeCKUM Je(eKToM CHHTe3a nepudepude-
CKOTO MHENWHA (AEMHUETUHU3UPYIOUIMH, TUnepTpodu-
yeckuid Bapuant Ooneznu I[llapko — Mapu — TyTa).
Hambonee wacTo JaHHBI BapuUaHT HACIEIyeTCs 110
ayTOCOMHO-IOMUHAHTHOMY THUIIy M XapaKTepusyeTcs
CUMIITOMaMH JIEMHUEIMHU3UPYIOIIEH MOJIMHENpONaTUH C
PaHHMM HA4YaJOM ¥ TIPOTPECCHPYIOUIMM TEYCHHEM,
MPUBOJALIMM K paHHEH WHBAIMAM3ALUU OOJIBHOTO.
[lepBble mpu3HAKK BO3HUKAIOT J0 JBYXJIETHErO BO3pacra
1 00yCIIOBIMBAIOT 3a/I€PXKKY TEMIIOB pAHHETO MOTOPHOTO
passutus [3, 17]. s oot popMbl 00JIE3HH XapaKTepHa
3HAUUTENbHAs BBIPAKEHHOCTh MBINICYHBIX aTtpoduil u
cnabocTh B JHUCTAJBHBIX OTHENAX PYK M HOT, a TaKxke
YyBCTBUTENbHBIE HApYLIEHHUS IO ITOJHHEBPUTHYECKOMY
TUITy. JIeTn XOIAT ¢ yrmopoM Ha NepenHHe OTHAENbI CTOI,
OTMEYAETCsSl TEPOHEANbHBIH THUM XOABOBI (CTEMmax).
BenencrBue atpoduyueckux M3MEHEHHH B MKPOHOXKHBIX
MBIIIIAX HOTH UMEIOT (GOPMY «IIepPEeBEpHYTOH Oy THUIKI.
OcHOBHOH cuUMNTOM — JedopMmanyst CTON IO THUILY
(bpuapeiixoBcKuX, MOJIBIX, SKBUHOBApYCHBIX. Hepenku u
nepudepuueckue  BereTaTUBHBIE — pacCTpoiicTBa —
JIUCTAIbHBIA THIEPruipo3, UUaHo3 kucted u crom. I[lo
Mepe TPOrPecCHpPOBaHUS  3a00J€BaHHS  BO3MOXKHO
BOBJICUCHHE B  IaTOJIOTHYECKUI  TPOLECC  MBILII
MIPOKCUMAJIbHBIX OTAenoB KoHeuHocredl [18]. Ilpm
anektpoHeripomuorpaguu (GHMI') mpaktudecku Bcerma
ompenenseTcs 3HAYMTENbHOE CHI)KEHHE  CKOPOCTH
nposenenus nmmnynsca (CIIN) mo peurarensHBIM HEpBaM
HIKHUX KoHewyHocTed (10—30 wm/c). INaromornmueckuit
mpouecc nMeeT  MEAJIEHHO IIPOrpeCcCUPYIOMUH
BOCXOJAINMI  TUN  ToOpaxeHuss  Oe3  riryOokoi
uHBaMAKM3auun [15]. Mopdonorudyeckoe uccienoBaHue
Ouonrtata mnepudepuyeckux HepBOB mpu | Tune
3a00J€BaHUsl BBIABISICT XapakTEpPHBIC MPH3HAKH HX
JEeMUENMHU3AIMA ¢ 00pa30BaHUEM JIYKOBHILIEOOPA3HBIX
yronmenui [12].

I'eHeTnuecKky BBIACIAIOT HE MEHEE TpeX BapHaHTOB
HMCH-1 ¢ atum tuniom Hacienosanus [8, 15]. Haubonee
pacnpoctpanenusii — HMCH-1A, mnpm xotopom
reHeTH4eckuil eeKT oOHapyeH Ha KOPOTKOM IUIede
17-#i XpoMOCOMBI U TMpEACTaBIsIeT cO0O0W YABOCHHE WIIH
TOYEYHYI0O MYTaIMIO T€Ha, KOIUPYIOIIEro CHHTE3 Oenka
nepudepudeckoro muenuHa. Ilpm  1gpyrom, pexe
BcTpeuatomemcsi Bapuante — HMCH-1 B, koTopsrii
KIMHUYECKU U 3JIEKTPOGHU3UOIOIUYECKH HE OTIMYAeTCs
or HMCH-1A, renernueckuil nedexkr oOHapyxeH Ha
JUIMHHOM 1j1eye 1-i XpOMOCOMBI, OH CBSI3aH C TOYEYHOI
MyTalyel reHa, Kogupymoomero Oelok MuenuH. B psne
Clly4aeB TEeHETHYECKUI NeeKT OCTaeTcss HEU3BECTHBIM
(HMCH-C). Pexe HMCH-1 mHacmenyroTcs 1o
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ayTOCOMHO-PELIECCHB-HOMY THITy, B O3THUX CIyd4asx
BBISIBJICHA MyTalusl Ha JJIMHHOM IUIeye 8- XpOMOCOMBI
[12].

HMCH I tuna c¢ X-cueluleHHbIM JOMHMHAHTHBIM
HacJeIoBaHWEM JeOI0THpPYeT HHOIIA 3HAYUTENHHO
mo3xe, B Bozpacte ot 19 1o 60 ner.

HMCH 1II Ttuna uMeeT Ha3BaHHE HEHPOHAIBHOIA,
WIN aKCOHaNIbHOM, Gopmbl Gonesnu [lapko — Mapu —
TyTa, maToMop¢ONIOrHUeCKH MPOSBIAIOICHCS NpHU3Ha-
KaMU aKCOHAJbHOW JereHepaly ¥ BTOPHUYHOH JeMue-
JIMHU3aLUH 0e3 00pa30BaHus «IyKOBHYHBIX TOJOBOK [8,
16]. HMCH-2 nepenatorcss 1O  ayTOCOMHO-IOMH-
HAaHTHOMY THUILYy, peXe — I10 ayTOCOMHO-PELIECCUBHOMY.
JlaHHBIH KIMHUYECKUH BapHaHT 3a00JIeBaHMs, BIIEPBBIC
onucanubii A. CueSla el al. B 2002 r. B ucnaHckoit
cembe [17], mpeacraBneH aKCOHAIBHON TONIMHEHpOIA-
THEH, coueTarouelcs ¢ MapaJndoM TOJIOCOBBIX CBSA30K.
IepBrle mpu3Haku 3a00J€BaHHUS BO3HUKAIOT B PaHHEM
JETCKOM BO3pacTe U XapaKTepU3yIOTCs OrpyOJeHHEM
roysioca, CiIabOCTBIO MBI JUCTAJbHBIX OTAENOB PYK.
3aboseBaHne OBICTPO MPOTPECCUPYET, TPUBOAS 4depe3
HECKOJIBKO JIET K TsDKEJIOMY TepudepudeckoMy napaiudy
WM TIape3y AUCTAIBHBIX OTJEIIOB PYK M HOT, U3MEHEHHIO
TeMOpa rojloca M  JbIXaTelIbHBIM  HapyIICHHSM.
WuBanuau3anust OONBHBIX HACTYNAeT B KOHIE IEPBOTO
JECATUIICTHS HKU3HH.

IIpu o6cnenoBanun cemeit ¢ HMCH-2A  ay-
TOCOMHO-JOMUHAHTHBIM ~ THUIIOM  HAcCJIeIOBaHUS T€H
BBIABIIICTCA Ha KOPOTKOM IuIede 1-i XpoMOCOMEBI, B
JIpYTUX CilydasXx — Ha JUIMHHOM Iutede 3-if XpOMOCOMBI
(HMCH-2B). Bsigenstor ¢opmy HMCH-2C, He
CBSI3aHHYIO C JIOKycoM |- wmm 2-H  XpPOMOCOMBEI.
HMCH-20 BrI3pIBatoTCSI MyTaIueil B KOPOTKOM Iieue 7-i
XpoMocomsl [5, 15].

HMCH-2 wMmoryT HacnenoBaTbcs IO ayTOCOMHO-
PELIECCUBHOMY THIy, B JTHX CIy4asX OHH OOBIYHO
MIPOTEKAIOT O0JIee TSKEIO U MPOSBIISIOTCS B MIEPBbIE
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TOABI )KU3HH. JleTH NpenbsIBISIOT >KaJo0bl Ha TPYIAHOCTH
npu xons0e, Oere, ciabocth B Horax. KimHWYecku
OTMeHaroTcst aTpodusi U €1adOCTh MBI JUCTAIBHBIX U
IPOKCUMANBHBIX OTIEIOB KOHEYHOCTeH, nedopmarun
KUCTEH M CTON, OTCTaBaHUE B (PU3UUECKOM Pa3BUTHH.
Bbone3np OBICTPO HPOrpeccCUpyeT, 4YTO IPUBOAUT K
WHBaUAM3aIuu Jetel [5, 16].

I'enbl kapTupoBaHBI Ha JJIMHHOM Iuteue §, 11, 5-i
xpomocoM. KnuHndeckn 3aboieBaHne  HAallOMHHAET
HMCH I tuna, Ho niposiByisieTCs To3Hee B Bo3pacte 13-16
JIET, peXe B IMPOLECC BOBICKAIOTCA pPYKH, MEHee
BBIPA)KEHBl MPU3HAKU HAPYIIEHHUsS YyBCTBUTEIBHOCTH U
nedopmaruu  crormsl. OZHUM U3 TJIABHBIX METOMOB,
nomoratomux auddepenmpoats HMCH 11 Tuma ot
HMCH 1 rtuna, ssngercs OHMI, npu koropoit k
KpUTEPUAM HMCH-2 OTHOCSATCS: HOpPMaJIbHBIE
(cyOHOpManbHBIE) BEJTUYHHBI CIIN, CHIDKEHUE
aMIUTUTY/Abl ¥ TUIOIAAW M-OTBETa CTOIl, YBEIUYCHUE €ro
JUIMTEIbHOCTY M M3MeHeHus ¢GopMbl  (redopmanus,
nonudasus). Cpennss ammiutyaa M-orsera npu HMCH
II Tuna npumepHo B 2-2,5 pa3a menbie, yem npu HMCH 1
tuma [8, 9]. Ilpm akcoHaNBHBIX BapHaHTaX OOJE3HU
OTMEYaeTCst YMEHbIICHUE KOJINYeCTBa
MHUEIIMHU3UPOBAHHBIX BOJIOKOH.

Hapsgy ¢ | u Il tumamun HMCH B xnmmaIUEcKoit
KiIaccu@UKauuy BHIAEISIIOT €IIe IIATh PEAKHX THIIOB
3aboseBanus [1].

IIT Tun HMCH npencrasnen 6osie3nsio Jlexepu- Ha
— Cortra, XapakTepusylencs 1e0lTOM CHMITOMOB B
NepBble TOAbI JKU3HH, BBIPAKEHHOH rumnorpodueit
nepudepuueckux  HepBoB, cHmwkeHuem CIIM  no
JBUraTeNIbHBIM BOJIOKHAM U paHHEH MHBaIUAU3ALUCH.

K IV tTumy HMCH otrocutcs 6one3Hs Pedcyma,
Ipd KOTOpOH B HacTosllee BpeMs HaOIogaercs
MEPBUYHBIA OHOXUMHUECKHH JOe(eKT, NPUBOIAIMIUN K
HapylIeHHI0 OOMeHa (HUTAHOBOW KHCIOTHI, Ui Hee
XapaKkTepHO COYETaHHE JBUraTeIbHOM MOJIMHEBPONIATHH C
aTakcueil 1 UXTHO30M.

HMCH V Tuna BKIIOYaeT peAKyr0 KIMHUYECKYIO
(bopMy, XapaKTepH3YIOIIYIOCS COYETaHHEM aKCOHAJIbHOH
HEHpomaTHH C MNUpPaMUOHOW cuMmTomMarukoud [15].
IepBble mpu3Haku 00JIe3HU BO3HUKAIOT B Bo3pacTe 4-8
JIeT B AUCTAJIBHBIX OTJENax HOT, 3aTeM pyK. OCOOEHHOCTD
9TOr0 KJIMHUYECKOTO BapUaHTa — COYETAaHHE CUMIITOMOB
nonuHelponatuu (cnaboctH, aTpouK U YyBCTBUTEIBHBIX
HapylleHHWH B JUCTAIBHBIX OTJeNaX pyK W HOr) ¢
CYXOXHIbHOH  rumeppediexkcuelli UM NOSBICHUEM
MATOJIOTHYECKUX pediiekcoB, OONE3HEHHBIX KpaMITHi
MBI rojeHel. Habmromaercs moxonka B BHIE CTEMITaxa
C JIEMEHTaMH CIIACTHKH, X0/1b0a Ha MATKaX HEBO3MOXKHA,
MIOBBIIIEH MBIIMIEYHbIH TOHYC IO NMUPAMUAHOMY THILy B
HUKHUX KOHEYHOCTAX. XapaKTepHa CeHCUTUBHAS aTaKCUs
[6].

IIpu OHMI' Gosbpmie- 1 ManoOepHOBBIX HEPBOB
HaOJIIOAAIOTCSL  3HAUUTENBHOE CHIDKCHHE AaMIUTUTYIbI
M-0TBETOB M yMEpEHHOE IIOBBINICHHE IIOKa3aTeNel
KOHEeYHOH JlaTeHTHOCTH, cHuxkeHue CIIM mo MoTopHBIM
akcoHam 10 26-28 m/c [4].

B ormnune or HMCH V tuna, apyrue 3a0oieBaHus
W3 TPYHNIBI MOJMHEBPONATUH, AWUCTAJIbHBIE CIIMHAJIbHBIC
MBIILIEYHbIE aTpouu u JUCTaJIbHBIC
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MHOAUCTPO(GHU HE COMPOBOXKIAIOTCS CHACTHYHOCTBHIO H
JIPYTHMH CHMITOMaMH IIHPaMHUIHOW HEZOCTATOYHOCTH, a
XapaKTCPU3YIOTCA 3HAYUTCIbHBIM CHH)XKXCHHUEM
MBIIIEYHOTO TOHYCA U YTHETCHUEM Pe(IICKCOB.

Heobxomumo Takke IIOMHUTb, 4YTO COUYETaHHE
CHACTHYHOCTH U aMHUOTPOGHIA MOTYT HaOIIOAATHCS MPH
pasBUTHH OOBEMHOrO Ipoliecca CIMHHOTO — MO3ra,
MHEJIOJNCIUIA3HH, CIOHIMIOTCHHOH WM  COCYIHMCTON
MUEJIONATHH. B CBS3W ¢ 9THM JUIS TMarHOCTHKHU TOKa3aHO
NpOBEJCHHE HEHPOBU3yalW3alMy CIMHHOTO  MO3ra.
Hanuune HIKHETo CacTHYeCKOro mapanapes3a yKa3plBaeT
Ha HEo0XoauMocTh AU GepeHIMaIbHON THATHOCTHKH C
oosresnpto LTprommens. OgHako U30IMPOBaHHBIE (HOPMEI
CHACTHYEeCKOW  Maparuierid  He  CONMPOBOXKIAIOTCS
3HAQUUTENBHBIM ~ CHIDKGHHEM  MBIIIEYHOW  CHIBI H
aMHOTPOHIMHU KOHEUHOCTEH [5, 6].

HMCH VI tuna — BecbMa peakas (popma, xapak-
TEpU3YIOIIAsCS COYCTAHWEM CHMIITOMOB mepudepu-
YeCKOH HEBpOIaTuH, arpoduu 3pUTEIbHBIX HEPBOB,
HEHPOCEHCOPHON Tyroyxoctu. B muTepaType ommcaHbl
eIMHUYHbIC CEMbH, TJE eCThb OONbHBIE C TaKUM
COYCTAHHEM CHMIOTOMOB W pa3HBIMUA THIIAMH Haclie-
JnoBaHMs. B HamOONbIIEeM KOJMYECTBE OMHCAHHBIX
CllyyaeB OTMEYaeTcs ayTOCOMHO-PELECCUBHBIA  THII
HacJeIOBaHUs, NMPU KOTOPOM 3aboiieBaHHe JeOI0THPYET

MOJMHEBpONaTHel, BO3HUKAaOmIeH B JETCKOM  HJIH
B3pPOCIIOM BO3pacTe, K HeH MO03Ke IPUCOSTUHSIIOTCS
aTpoduM 3pHUTENBHBIX HEPBOB M  HEHpOCEHCOpHas

Tyroyxocts [4, 19].

IIpu X-cuemnennsix Bapuantax HMCH VI tuna
3aboseBanue nedroTupyer B Bospacte 30-35 mer, co-
MPOBOX/IAETCS CHM)KCHUEM CJIyXa YK€ B TPYJHOM BO3-
pacrte ¢ MOCIEAYIOIUM MPUCOCAMHEHHEM CHMITOMOB
MOJIMHEBPONIATUN W aTpo(uu 3pUTENBHBIX HEpBOB. [lpu
OHMI' onpenenstorcs npusHaku TpyOoi muddysHoi
MATOJIOTUH Tepu(epUIecKUX HEPBHBIX CTBOJOB C BBI-
paKEHHBIMM TIPOSIBJICHUSAMH aKCOHOINATHH (aMIUIUTY/Aa
M-otBeta — 43 MkB) u gemuenunmzanuu (CITM — 19
M/C, pe3umyajbHas JaTeHTHOCTh — 17,0 wm/c), mpu-
CYTCTBYIOT JIeT€HEpaTHBHbIE HW3MEHEHHUS MBILIIEYHOTO
anmapara cror, roieHed. Ormeuaercs BOBJICYCHHE B
mnporecc nepudepuyeckux HEPBOB M CHMHAIBHBIX
CErMEeHTOB /Il BEpXHUX KOHEUHOCTEH B BUJIE IPOSIBICHUIN
HEBBIpaXXEHHOH Muenonatuu [5, 14].

HMCH VII THnma XapakTepu3yeTcs COYeTaHUEM
CHUMIITOMOB TIOJIMHEBPONATHH W MUTMEHTHOT'O PETHHHUTA
[5].

JuarHoctuka u nuddepeHIraibHas JHarHOCTHKA
HACJIC/ICTBEHHBIX MOTOPHO-CEHCOPHBIX IOJIMHEWponaTuit
0a3upyloTCs Ha KIMHUYECKUX JaHHbBIX, pe3yJbTaTax
OHMI -uccnenoBanusi, METOJJaX FTEHETHYECKOTO aHAIIN3a C
npoBenennem JIHK-guarnoctuku. boasmmuacTeo HMCH
NeOIOTUPYIOT B CPEAHEM JIETCKOM, TIOJPOCTKOBOM HIIH BO
B3pociaoM Bospacte. OJHAako B IOCIEIAHEE BpeMs
peructpupyroorcs cinydan Manugecramn HMCH B
pPaHHEM JIETCKOM BO3pacTe.

B kauectBe mnpumepa NPUBOIUM KIMHUYECKUH
cyuait HMCH y peGenka nByX JieT.

Ha mpueM k HEBpOJIOTY B HOJHMKIUHHKY IO MECTY
JKUTEIbCTBA 00paTHIINCh ponuTenan neBouku JI., 2 rona, ¢
’kasio0amMu Ha To, 4To y pedeHKa HapyuieHa noxoaka. C ux
CJIOB,



npu Xoxp0e y JEBOYKH HEPHOJMYECKH «IIOAKAIINBAIOTCS
HOXXKH, M OHa mamaeT». JKajsoObl OTMEYalInCh B TEUCHUE
HECKOJIbKHX MecsLeB. B HeBponmornueckom craryce — jierkas
JIICTOHHMS B MBIIIIIAX KOHEUHOCTEH.

W3 panHero anamMHe3a H3BECTHO, YTO peOEHOK OT BTOPOH
OepeMEHHOCTH, TpoTeKaBineil 0e3 ocoOeHHOCTEH. Pombt
TepBEIe, B CpoKe 39 Hex, MyTeM Omepalny KecapeBa CeUeHUs
M3-32 BO3HUKIIETO AucTpecca mioxa. [lpu poxxneHnn macca
pebenka cocraBmsuia 2700 T, pasmeper — 50—33—31 cm.
Onenka no mkaine Anrap 6—8 6amnos. [luaraos B poagome
«mepuBeHTpHUKyIApHas umemus |—II crenenm». Cunmpom
3aJep>KKH BHYTPHUYTPOOHOTO Pa3sBUTHUS, ACHMMETPHYHBIA Ba-
puanT. PeGeHOK B poanoMe Mmojydana cOMasuHy, peaMOepHH,
MUJIAPOHAT. BblHI/ICaHa U3 poaaomMa B YAOBJIETBOPUTCIBHOM
COCTOSIHUH.

B nmanpHelimeMm peOeHOK PeryJsipHO MPOXOIMI KYPCHI
BOCCTaHOBHTEIILHOW TEpaluy IO MECTy JKHUTEIbCTBA U B
XapbKOBCKOM TOPOJICKOM IEPHUHATATBHOM LIEHTPE, KOTOPHIE
BKIIOYaIH 3HIE(a0o], KOIH3MM-KOMIO3UTYM, COMAa3UHY,
Kanplusl romaHTteHat, wMaccax, JI®K. Hecmorps Ha
MPOBOJAMMYI0 TEpaluioo, JEeBOYKAa OTCTaBaJla B TEMIIaX
CTaTOKMHETHYECKOTO PAa3BHTHUS: TOJOBY yIepkuBaia B 3,5
Mec, MMOBOPAaYMBAIach Ha KHUBOT — B 7 Mec, cuaena — B 9
MeC, CaMOCTOATEIBHO CTaja XoauTtb B 16 wmec. B
HEBPOJIOTMYECKOM CTaTyCe — CHIKEHHE MBIILICYHOT'O TOHYCa,
MIPEUMYIIECTBEHHO B BEPXHUX KOHEUHOCTSX, OOJIbLIE CIIpaBa.

19.10.2010 neBovKa MPOKOHCYJIBTUPOBaHA Ha Kadenpe
HEepBHBIX OoJie3Heil XapbKOBCKOTO HAIMOHAIBHOTO MeEJU-
IMHCKOTO yHUBepcuTeTa. B comarmueckom cratyce — 0e3
[aToJIOTUH. B HeBposlornaeckoM cTatyce — CO3HaHHE SICHOE,
aKTUBHA, KOHTaKTHa. YepemHo-MO3roBas WHHepBalms 0Oe3
BAAMMOM TATONOTHH. TOHYC MBI B KOHEYHOCTAX
U Qy3HO CHIDKEH, OOJbIIEe B HIDKHHUX. | MIEpMOOHIBHOCTH
cyctaBoB. CyxoxunbHbie peduiekchl ¢ pyk D = S cHuKeHBI, ¢
HOT HE BBI3BIBAIOTCA. [laTONOrMYecKMX NPU3HAKOB HeE
BbIIBIEHO. B mo3e  Pombepra MOIIATHIBAHUE.
[Manbue-HOCOBYIO MpoOy BBIIONHSET ¢ monpaBkoi. [Toxoaka
— CO CJIOKHOCTSIMH OTpbIBA IEPEIHEro Kpas CTOIBI, Ha
nsTKax 3arpyaHeHa. [lo JiecTHHIE JeBOYKA MMOJHUMAETCS C
MOIICPIKKOIA.

VYuaurteiBas xanoObl 1 U3MEHEHHS B HEBPOJOTHYECKOM
craryce peOcHKa, pekoMmeHaoBaHo npoBectd JHMI. Beutn
BBISIBIICHBI CIICAYIOIINE N3MCHCHUS:

S. m. Extensor Digitorum Brevis, n. Peroneal, L5, SI.
Awmruntyaa M-oTBeTa pu CTUMYJISIAA B JUCTATBHON TOUKE
0,46 MB. TepmmnameHas nareHTHocts 10,30 mMc (HOpMa

4,00—5,80). PesunmyanpHass  smateHtHocTh 2,03 Mc.
[IpoxcumanbHO-AUCTANBHEIA KO3 ¢umment 1,25 (Hopma
0,98-1,20). CkopocTh pacHpOCTpaHEHHUs]  BO30YKICHHS

CHIDKEHA: Ha y4JacTKe HpeliuirocHa — 5,34 M/c, Ha y4acTke
«IIPEAIUTIOCHA — TOJI0OBKa Majo0epIioBoit kocTm» — 6,65 m/c
(Hopma 45,60—61,80 m/c).

D. m. Extensor Digitorum Brevis, n. Peroneal, L5, SI.
Ammuntyna M-oTBeTa Ipyu CTUMYJISILIMU B JUCTAIBHOM TOYKE
0,23 mB. Tepmunansnas narentHocts 10,30 mc. Pesuny-
anbHas JaTeHTHocTh 1,48 mc. IIpokcumanbHO-AUCTalIbHBII
kod¢pdurment 1,17 B Hopme. CKOpOCTh pacmpoCTpaHEeHHS
BO30Y>KICHHUS CHIDKCHA: Ha Y9acTKe IpearuocHa 5,34 m/c, Ha
ydacTke MpeAITIoCHa — TOJIOBKA Mano0eproBoif KOCTH —
6,24 m/c.

D. m. Abductor Hallucis, m. Plantar Medial, SI, S2. Am-
IUTy1a M-0TBeTa MPU CTUMYJISIMU B AUCTAIBHOM TOUKE
0, 53 mB. Tepmunanbuas narentHocts 10,35 wMc.

HEBPOJIOI'TA

PesunyanbHas JIATEHTHOCTh 3,12 MC.
IMpoxcumansHo-aucTanbHbli kK0d¢pduiuent 1,43. CkopocTb
pacnpocTpaHeHHs BO30YXKIECHUS: Ha y4yacTKe MeuajbHas
nojpibkka — 4,83 M/c, Ha y4acTKe MeJualibHask JIOJbDKKA —
IIOJKOJIEHHAs stMKa — 6,92 m/c.

S. m. Abductor Hallucis, n. Plantar Medial, SI, S2. Am-
IUIUTya M-0TBeTa IpM CTUMYJSIIMH B AWUCTAIBHOM TOYKE
0,03 w™mB. TepmunanpHas sarentHocTh 11,10 Mc.
Pesupyanpaas JIATEHTHOCTH 1,30 MC.
[MpokcumansHO-AUCTaNbHBIH K03dGuuuent 1,13 B HOpMe.
CKOpOCTh pacmpoCTpaHeHHs BO30OYXICHHA: Ha YYacTKe
MenuanpHas oapnkka — 4,50 mM/c, Ha ydacTke MeauasibHas
JIOABDKKA — IOAKOJIEHHAs sMKa — 5,10 m/c.

3aximouenne OHMI': mpu3Haky BbIpaKCHHOM, NpeuMy-
IIECTBEHHO MOTOPHOM MHEIMHOAKCOHOIAaTUH
(HoyMHeWponaTuy) HaCIEeICTBEHHOI (?) (GOPMEL.

PexomennoBaHo nooGciienoBanne B MeInKo-TeHeTHYe-
ckoM nenrpe (MI'L]), mpoBenenue sepHOH MarHUTOPE3O-
HaHcHOU ToMmorpaduu (SIMPT) romoBHOro Mo3ra, 3JeKTpo-
sHnedanorpammsl (30I).

04.11.2010 BBIMONHEH OMOXMMHYECKUI aHAIU3 KPOBU:
kpeatuHdochokunaza — 0,3 (nopma g0 0,33 mrat/m), 1akrat
— 1,76 (wopma 0,56—1,67 mmons/i), mupyBar — 105,12
(nopma 45,6-114 MxMoJIb/71).

12.11.2010 nostopHO nposeaeHa DHMI'. 3akmroueHue:
MOJTyYeHHBIE JIaHHBIE CBUJCTENBCTBYIOT B HOJIB3Y Ipy0Ooid
aKCOHAJIbHO-/IEMHEIMHU3UPYIOLIed moiuHeiponatuu  (Ha-
CIIeJICTBEHHAs MOTOCCHCOpHas HelporaTus (?)).

17.11.2010 — xoHcynbTanus B MHCTUTYTE HEBPOJIOTUH,
ncuxuarpuu ¥ Hapkonoruu HAMU Vkpaunsl. Jluarsos: Ha-
CIIEZICTBEHHAs: MOTOCCHCOpHasi monuHelponatus (?). Pexo-
MeHZ0BaHbl KOHcynbTanus B MI'Ll, Ha3HaueHue BUTAaMHHOB
B1, B12, muba3ona, cBeueil KOPUIIHIL.

10.02.2010 — pmeBouka oOcneroBaHa M TNPOKOHCYJIb-
tupoBana B MI'Ll. IlpoBeneno uccienoBanue OHOXHUMHUYE-
CKHX [IOKa3aTeJedl KpOBH: KpeaTHHHH 26,26 MKM/I (HOpMma
27—62), ocTajbHbIC MOKA3aTEU B Mpeaenax HOpMbl. B He-
BPOJIOTHMYECKOM CTaTyce — THIIOTOHMS, THUropediekcus
(cyxoXuIbHbIe pedIeKChl TOPIMAHBI). YUUTHIBAs KaJIOObI,
aHaMHe3 3a00JIeBaHUs, pPe3yJbTaThl KJIMHUKO-TEHEaIoT -
geckoro aHanmsa, fgaHHele DHMIT mpobanma ycTaHOBIICH
JIUarHo3 HacleJCTBEHHAs MOTOCEHCOpPHas NMOJMHeiponaTus,
ayTOCOMHO-IOMHUHAHTHBIH THII HacJIeA0BaHMUS.
PexomennoBanbl: mpuem  HelipomuauHa, Hykiaeol[M®,
HeilipoBuTaHa, anbda-mumnona, maccax, JIOK.

Takum o00pa3zoMm, CHM)KEHHE MBIIIEYHOTO TOHyca H
3aIePXKKa TEMIIOB CTATOKHHETHIECKOTO Pa3BUTHS MOTYT OBITH
00yCIIOBIEHBI HE TOJNBKO THIOKCHYECKU- HIIEMHYECKUM
nopaxenueM [IHC, HO u rpynmoif HacieICTBEHHBIX
MOTOPHO-CEHCOPHBIX  IOJMHEBpONaTHil, 4To  Tpedyer
COOTBETCTBYIOILEI! TOMOIHUTENBHON JUArHOCTUKU C yUETOM
KIMHUYECKUX JaHHBIX, pe3ynbraroB DHMI-uccnenoBanus,
METOAOB  TEHETUYECKOr0  aHaiuu3a ¢  [POBEJCHUEM
JHK-muarsoctukn. HecMoTpss Ha TO YTO OOJBIIMHCTBO
HMCH ne6roTrpyroT B cpeTHeM AETCKOM, TIOPOCTKOBOM HIIH
BO B3POCJIOM BO3PACTe, B MOCIEHEE BPEMsI PETUCTPUPYIOTCS
cirydyan wmanupecramun HMCH u B panHeM pmeTckoM
BO3pacTe, YTO HEOOXOAWMO YYUTHIBATh  YYaCTKOBBIM
neauaTpaM | AeTCKUM HEBPOJIOTaM.
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CITAJKOBI ITIOJITHEBPOITATII IK ®AKTOP CTATOKIHETUYHHUX ITOPYIIEHDB
Y AITEU PAHHBOT'O BIKY

0. L. KAVK

Po3risitHyTo nuTaHHS eTioJiorii, maToreHe3y, KJIHIYHMX oco0JuBOCTeii Ta AiarHocTHKH pisHUX ¢dopMm
CINAJKOBUX MoOJiHeBponatiii. 3a3HaueHO poOJIb CHAAKOBMX MOJiHeBpomnatiii y ¢opMyBaHHI 3aTpUMKH

CTATOKIHETHYHOr0 PO3BUTKY AiTell pAHHbOIO BiKy.

Kniouosi cnosa: cnaokosi momopno-cencopHi noninegponamii, CmMamoKiHemuuHi NOPYWEeHHA, OeMieninizayis,

AKCOHANbHE NOUKOOICECHHSL.

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

O. I. KAUK

The etiology, pathogenesis, clinical features and diagnosis of different forms of hereditary polyneuropathies
were discussed in the article. The role of hereditary polyneuropathy in statokinetic development retardation

in the early childhood is emphasized.
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