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Beedenue. Apmpoepuno3 — o0un u3 Haubosee MaNceabixX 8POAHCOEHHbIX NOPOKOE PA3GUMUST ONOPHO-08UAMEAbHO20 ANNAPama, XapaKme-
pusylowuiics Haauvuem 2 u 601ee KOHMPAKMYP KPYRHbIX CYCMABO8, NOPANCCHUEM MblUllY, a MAKice NEPeOHUX poe08 CNUHH020 MO32d.
O0Hoil u3 0CHOBHBIX NPOOEM, 00YCA0BAUBAIOUUX 02PAHUHEHUE UAU HEBO3MONCHOCIb CAMOOOCAYIHCUBAHUS NAUUCHIOB, S8ASeMCS OMCYM -
cmeue aKmuBHbIX 0BUNCEHUI 8 CYCMABAX 8EPXHUX KOHEHHOCMell, KOMOopoe 60CCIAHABAUGACIC NYMeM AYMOMPAaHCHAGHMAYUU MbLUY,
pazauunbix doHopckux obaacmeii. Tlpoyeccot peabusumayuu nocie MaKux onepayuil C8A3anvl 8 MOM YUcAe U ¢ HeliPOHANbHBIMU NePecmpoli-
Kamu 8 YeHmMpanbHoll HepeHOLL cucmeMe KaK 8 CHUHHOM, MAK U 8 20108HOM M032e, 8 YACMHOCMU 8 KOPKOBbIX e20 0moeadx.

Ileav uccaedosanus — oyenums 803MOACHOE OMPAdiCeHUe 3a001e6AHUS APMPOPUNO30M Y Oemell 8 AMIAUMYOHBIX U HelPOOUHAMUYECKUX
nokazamensix anekmposnyeganoepammol (I31).

Mamepuaast u memodot. HUzyuanu snexkmpogusuonoeuteckue noKazamenu aKkmugHOCMU Kopbl 20108H020 M032a Yy Oemell ¢ OUaeHO30M
apmpoepuno3sa u 300poswix demeil cxoo0Hoeo éo3pacma. Oyenuearu makue noxkazamenu 33T, Kkax MowHocmbs u OAUHHOBDEMEHHbIE KOPPe-
aayuu (Memoo oyeHKU OUHAMUKU HEelPOHAAbHOU akmusHocmu) é ouanaszonax 4—8, §—12u 12— 16 Iy. Tlopaxcenus ouenusanu Ha ocHoge
KAUHUYECKUX WKAA.

Pesyrvmamot. Ananuz 0aHHbIX ROKA3AN, MO Y Oemeli ¢ ApMPOePUNO30M, N0 CPABHEHUI0 ¢ dembMu Oe3 namoaoeuil, umeemcs docmogep-
Hoe cHuxcenue mowHocmu DI no ecem uccredosannvim yacmomusim ouanazonam. Kpome moeo, npodemoncmpuposana 0ocmosepHas
Kxoppeasyus mowpocmu DI co cmenenvio 60ccmanosnenus 08UAMeNbHbIX QYHKYUL 6ePXHUX KOHEYHOCMEl NocAe ONepayuil no aymo-
MPAHCRAGHMAUUU PA3AUYHBIX 2PYNN MbIUY 8 NO3ULUUI0 08Y2Aa80l Mbluiybl nieva. Tloayuennbie pe3yabmamol ompaicarm Koppeasyuro
2NEKMPOPU3UOA0UHECKUX NAPAMEMPO8 KOPbI 20106H020 M0O32a C NPOUECCAMU, C8A3AHHbIMU ¢ namoaoaueil apmpoepunosa. [lpu s3mom
Helipoounamuueckue napamempst y demeti ¢ apmpoepuno30M He OMAUHAIOMCS OM MAK08bIX Y 300poguix demeli. Tlo pe3yasmamam modic-
HO KOHCMamupogamas ghakm ompajicerust 3a004e6anUst apmpopUun0o30M @ CHUICCHUU INeKMPUYECKOl AKMUSHOCMU KOPbl 60AbUWUX NOAY-
wapuil 201061020 M032a 8 HacmomHoM ouanazone 4—16 Iy npu coxpanenuu HelpoOUHAMUYECKUX noKazameneil, CXOOHbIX ¢ 2PYnNoil
demeii be3 3a601e6aHUsl.

3axarouenue. B oannoii pabome nokaszano docmoseproe omauuue mowHocmu DI 6 duanazonax 4—8, 8—12u 12— 16 Iy y demeii ¢ apmpo-
2puno3om u 300pogoix demeii. OOHAKO PA3HULbL 8 MAKOM BAICHOM HEUPOOUHAMUYECKOM NOKa3amene, KaK OAUHHOBDEMEHHble KOppeasuul,
He o6Hapyxcero. Bozmoocho, paxm crumxcenus amnaumyost pummoe ¢ DIy 6oavhbix demeii 06sscHAemcs ux 6oaee HU3KOU obueli Mo-
MOPHOU AKMUBHOCHIBIO.
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Background. Arthrogryposis is one of the most severe congenital abnormalities of the musculoskeletal system characterized by 2 or more
contractures of the large joints, muscle and anterior grey column pathology. One of the main problems making selfcare limited or impossible
for the patients is an absence of the active movements in the joints of the upper extremities which can be restored through autologous trans-
plantation from the various donor areas. Processes of the rehabilitation after these operations are associated with neuronal remodeling
in the central nervous system both in the spinal cord and the brain, in the cortial regions in particular.

The objective is to evaluate possible reflection of arthrogryposis in the amplitude and neurodynamical characteristics of the electroencepha-
logram (EEG) in children.

Materials and methods. Electrophysiological characteristics of the cerebral cortex in children with arthrogryposis and healthy children
of the same age were examined. Such EEG characteristics as power and long-range temporal correlations (evaluation of the neuronal activ-
ity dynamics) in ranges of 4—8, 8—12, and 12— 16 Hz were measured. The results were evaluated in accordance with clinical scales.
Results. Data analysis has shown that children with arthrogryposis have significantly decreased EEG power in all of the studied ranges com-
pared to healthy children. Additionally, a significant correlation between EEG power and the level of restoration of motor functions in the
upper extremities after autologous transplantation of various muscle groups in the position of the biceps was observed. The obtained results
reflect correlation between the electrophysiological parameters of the cerebral cortex and processes associated with arthrogryposis pathology.
However, neurodynamical parameters in children with arthrogryposis are similar to those in healthy children. The results allow to state that
arthrogryposis is reflected through decreased electrical activity of the cerebral cortex in 4—16 Hz range with preservation of neurodynamic
characteristics typical for disease-free children.

Conclusion. In this study, a significant difference in EEG power in 4—8, 8—12, and 12— 16 Hz ranges between children with arthrogryposis
and healthy children was demonstrated. However, there was no difference in such an important neurodynamical characteristic as long-
range temporal correlations. It is possible that decreased amplitude of EEG rhythms in children with arthrogryposis is caused by their lower

motor activity in general.
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BsepeHue

ApPTPOTPUIIO3 SIBJISIETCS OMHUM M3 HAN0O0JIee TSKEIIBIX
BPOXXIECHHBIX ITOPOKOB Pa3BUTHS OITIOPHO-IBUTATEIILHOTO
armapara, XapaKTepU3YIOIINXCsl BPOXKICHHBIMU KOHTPaK-
Typamu 2 1 060Jiee CyCTaBOB, TUIIOTpodueit nim atpodueit
MBIIII ¥ TTOpaXkeHNeM MOTOHEHPOHOB CITMHHOTO MO3Ta
[1, 2]. JleueHne mMaieHTOB C ApTPOTPUITO30M, TIPUMEHSI-
eMOoe B MHpe, B 1IeJIOM CXOIHO: BOCCTAHOBJICHHE YTPadyeH-
HOM (DYHKIIUM CTUOAHMS TIPEAIICUbS ITyTeM ayTOTpaHC-
IUTAHTAIIUM MBI Pa3IAYHBIX (HamOojiee COXPaHHBIX)
TOHOPCKUX obacTein 3, 4]. OmHaKO pe3y/IbTaThl JeUCHUS
He BCETIa YIOBJICTBOPUTEIBHBI, YTO CBSI3aHO HE TOJBKO
¢ MOPGhOJIOTUYESCKUMHU U3MEHEHUSIMM B MBIIIIIIAX BCIIEI-
CTBHeE 3a00JICBaHMSI, HO U CO CJIOXKHOCTBIO TIpoIiecca Iepe-
00yJeHUS ayTOTpaHCIUIAaHTaTa BHITIOJTHEHUIO HOBOM IBH-
ratejbHOi pyHKUMU. Onepalyu 1o ayToTpaHCIUIAHTaLUK
MBI YHUKAJIBHBI, B TOM YHMCJIE ¥ C TOYKW 3PEHUS TOTO,
KaKAM 00pa3oM MO3T YeIoBeKa IepecTpanBacT yIpasie-
HHE MBIIIIIAMH, T. €. KaK MPOTEKAIOT IUIACTUICCKUE TIepe-
CTpOiKM B ieHTpabHOI HepBHOM cucteme (LIHC) [1, 5].
BeposiTHO, MMEHHO CITOCOOHOCTH K TaKWM IIpolieccam
MepecTPONKN OOYCIIOBIMBAET YCIIEITHOCTh PA3BUTHSI HO-
BBIX IBUTATEILHBIX (DYHKITUI TTOCIE TIPOBEACHUSI HEOOXO0-
IUMBIX OIlepalivii y gereit ¢ aprporpumosom [5]. Takas
CB#I3b, BO3MOXHO, 00OHAPYKMBACTCS Yepe3 HaTnIre KOp-
PeISIIUY 3HAYMMBIX (DYHKIIMOHAJIBHBIX XapaKTePUCTUK
IIHC co cTernenbo peadUIUTALINN.

B nanHOI1 paboTe cpaBHUBAIN ITOKA3aTeI COCTOSTHUS
KOPBI TOJIOBHOTO MO3Ta y AETEi C apTPpOrPUIIO30M M 310-
POBBIX OeTeil. DTU ITOKas3aTead Jajiee COMOCTABIISIIN

CO CTEIIeHBIO YCIIEITHOCTH IBUTATSIbHON peaduIUTalluy
TIOCJIe TIPOBEACHHBIX XUPYPIUIeCKIX orteparinii. JJist 3To-
TO MCITOJIb30BAJIM METOINKY PETUCTPALINU DIICKTPOIHIIE-
danorpammsl (DIT'), KoTopast, KaK U3BECTHO, OTpaKaeT
HEMpOHAJBbHYI0 aKTMBHOCTh KOPHI TOJIOBHOTO MO3Ta.
OJIHUM U3 KITIOUYEBBIX TapaMeTpoB B olieHKe DT aBisteT-
Csl aHAJIM3 COOTHOIICHUSI aMILUIUTYIBI B Pa3IMIHBIX Ya-
CTOTHBIX Auamna3oHax [6, 7]. OnHako y AeTeil CrIeKTpaib-
HbIE MAKCMYMBI BBIPAXKEHBI HE TaK 9eTKO, KaK Y B3POCIIBIX
[7, 8]. B cBsI3u ¢ 3TUM OBUI BLIOpaH AMAIa3OH YacTOT
oT 4 no 16 i1, moapasaeneHHbll Ha 3 uHTepBana: 4—8,
8—12 1 12—16 Ii1, 9TO COOTBETCTBYET CTAHIAPTHBIM PUT-
MaM TeTa, ajibda 1 6eTa (JaCTUIHO), HanrboJIee BEIPaKeH-
HBIM y B3pociibix [6]. KpoMe Toro, B Hacrosiieil paGore
BIIEPBBIC TIPUMEHIUIM OIICHKY TaKOTO ITOKa3aTelsl, KaK
mmHHOBpeMeHHBIe Koppensaiun ([IBK) B D3I y mereii
¢ aptporpurio3oM. JABK nmo3BosiioT n3yyatb 0COOEHHOCTHU
pa3BUTHSI HEHPOHATIBLHOM aKTUBHOCTH BO BpEMEHU ITyTEM
BBIYMCJICHUS 3aTyXaHWsI aBTOKOPPEIISIITMOHHON (DYHKITNH.
JABK mpenctaBisitoT 0coOblii MHTEpPEC, MOCKOJILKY X Ha-
JIMYre B TWHAMUKE HEMPOHAIHLHOW aKTUBHOCTU MOXKET
CBUAETEJIBCTBOBATb O TOM, YTO HEHPOHHBIC CETU KOPHI
TOJIOBHOTO MO3Ta (DYHKIIMOHMPYIOT B TaK HAa3bIBACMOM
KkpuTndeckom coctosiuuu [9, 10], koTopoe, B CBOIO Oue-
pellb, CBA3BIBAIOT C ONITUMAIbLHBIM HEHPOHAIBHBIM COCTO-
STHHEM IJI1 00padoTKM MH(GOPMAIIMK B TOJJOBHOM MO3Te
[11]. Takoe KpUTHUYECKOE COCTOSTHME MOXKET TakKXe pac-
CMAaTpUBAThCS KaK 0ajlaHC MEXITY TOPMOXEHUEM 1 BO30Y-
XKIeHWEM B HepBHOI cucteMe [12]. Pe3yabTaThl Ipeabimy-
IIUX WCCIeI0BAHUN MTPOXEeMOHCTPHUPOBAIN 3HAYMMOCTD
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JBK s ceHcopHO#t 1 MoTOpHOI akTuBHOCTH [10, 13,
14]. Ognako uzydenue JIBK n aMmimTynbl HelipOHaIbHBIX
OCHWUISAILIAI Yy IeTeil ¢ apTpOrpUIIO30M paHee He OCy-
IIECTBIISTIOCH, YTO OTIPEISITIIO HEOOXOTUMOCTD ITPOBEIC-
HUSI JAHHOTO MCCJICIOBAHUS.

Ilenb uccenoBaHusi — OLIEHUTb BOBMOXHOE OTpaXKe-
HHe 3a00JIeBaHMST apTPOTPUIIO30M Y IeTei B aMITIUTYTHBIX
1 HelipomMHAMMYEeCKHX IToKa3aTessix DI

Mamepuanbl u Memofbl

ITammenTol. beina mposeneHa 3anuch DOI'y 15 60b-
HBIX apTporpumo3oM (7 My>KCKOTO M 8 KEHCKOTO I0JIa)
B Bo3pacTe 2—17 net (cpemHmit Bo3pact 7,9 roma). [pymmy
cpaBHeHUs1 cocTaBwiM 10 310poBbIX meTeil (6 MyXCKOro
" 4 KEHCKOro 1oJia) B Bo3pacte oT 2—11 jeT (cpemHuii
BO3pacT 6,8 roma).

Perucrpanuio D3I BRIOIHSIINA 32 HEIEIO 10 ayTO-
TPaHCIIAHTALIMKA PA3TUIHBIX TPYIIT MBI (OOJbIION
rpyaHoi Meisl (BI'M), mmpovaiiiieit MBIIIIIei CITIMHBI,
IJTMHHOM TOJIOBKU TPeXTIaBoii MBI rureda (JIITMIT),
BI'M B couetanuu ¢ JII'TMII) B no3uiuio AByrjiaBoi
MBIIIIH TUIeYa, B paHHUE (depe3 2—5 Hem) W MO3ITHUE
(gepe3 1—2 roma) cpokm 1ocie Hee. OTMETUM, UTO 3aITUCh
B3I oo omepanuy 1 Iocje Hee TPOBOIMIINA He y BCeX Ta-
LIMEHTOB OCHOBHOM TPYIIIHI, ¥ B TAKMX CIyJasiX OLICHUBA-
JI TONBKO caMmble paHHMe 3armucu DD, Takum obpasom,
cpaBHeHME DD 10 BMeIIaTeIbCcTBa U TIOCIIe HETO HE BXO-
IIAJIO B TaHHOE MCCIIeI0BaHme, a Bee 3amcy DT y maru-
€HTOB OCHOBHOM I'PYIIIBI paCCMaTPpUBAIIN Kak 3amucu DD
Y «IeTe ¢ apTPOTPHUIIO30M».

Bce manmeHTs /W1 UX 3aKOHHBIE TIPEACTAaBUTEIN
JIOOPOBOJIBHO TTOATNIHCATIN MHMOPMHPOBAHHOE COTJIACHE
Ha yJacTre B MCCICIOBAaHNUM, ITyOITMKAITIO TIEPCOHATBHBIX
JTAaHHBIX.

Onenka Ts2KeCTH 3200/1€BaHUS U YCIENTHOCTH Peadu-
JuTanud. BoccTaHOBJIeHNE aKTMBHOTO CTUOAHUS B JIOK-
TeBOM cycTaBe (12 00JBHBIX, 15 cllydaeB) OCYIIECTBIISIIIN
MyTeM ayTOTpaHCIUIAaHTALIMM CJICAYIOIINX BapHaHTOB
MBIIIEYHBIX JJOCcKyTOB: BI'M (rn = 10), mmpouaiimras
mbia crnuHel (7 = 3), ATTMII (n = 1), BI'M B coueTa-
Hun ¢ ITTMII (n = 1). ¥ 3 OONBHBIX ONEpaTUBHBIC
BMEIIATEJIbCTBA BBITIOIHSUIN ITO3TAITHO ¢ 2 cTopoH. [Ipu
KJIMHAYECKOM HCCIIeIOBAaHNU OICHUBAIU CJCAYIOIINE
ITOKa3aTeNIn: aMIUTUTYIy IBKCHUI B TOKTEBOM CYyCTaBe
(axTWBHBIC W TACCUBHBIC), CHJTY MBIIIIII CTUOaTe el IIpe-
TUIeYbs TI0 CTAaHIAPTHOM 5-0alTbHOM IIIKayie, BO3MOX-
HOCTB BBITIOJIHCHMST HABBIKOB caMoo0cIykuBaHus. Kpo-
M€ TOTrO, Ha OCHOBAaHWU KJIMHUKO-HEBPOJIOTHIECKOTO
00cIeoBaHUSI OIIPEICISUIN YPOBEHD MOPaKeHMS CITMH-
HOTO MO3Ta, YTO ITO3BOJISUIO IIPOTHO3UPOBATh YCITEITHOE
HCITOJIb30BaHWE TOTO WJIM WHOTO ayTOTpPaHCIUIaHTaTa
[15]. ITo manusiM B.F. Morrey u coaBT., 1nana3oH OBU-
JKEHU B IOKTEBOM cycTaBe B HopMe cocTaBiisieT 0—145°,
dyHKIMOHAMBHBIN qrana3oH — 30—130°. OgHaKo 60J1b-
IIMHCTBO ITOBCEIHEBHBIX MEHCTBUUM OCYIIECTBIISIECTCS
B nuama3zoHe 60—120° (Tak Ha3bIBaeMblii TOJIE3HBIN
auanasoH). Jdeduuut pasrubaHus npeamiedbs 60° mo-
3BOJISCT IMAIIMEHTY ITOJIb30BaThCS KOCTBIISIMHU, KPECIIOM-
KaTaJIKOi1, a TAKKE OCYIIECTBIISTh THTHEHUIECKIE MEPO-
nipusitys [ 16]. Jist oneHKM (DyHKIIMA JTJOKTEBOTO CycTaBa
(mo omepalmy 1 MOCjIe Hee) UCII0Ib30BaId MOINMDUIII -
poBaHHYIO ITKaay Van Heest, BKIIIO9aIONIyIo omnpemeie-
HHE aMIUIATYIbI AKTUBHOTO CTHOAHUS B IOKTEBOM CYCTa-
Be, CWJIBI MBIIII CTHOATeJIe Ipenriedbs, TeOUIIUT
pa3rubaHus B JIOKTEBOM CyCTaBe, a TaKXKe HEOOXOIU-
MOCTh IPUMEHEHUSI KOMIIEHCATOPHO-TIPUCIIOCOOUTEIh-
HBIX MEXaHU3MOB ITpY BEITIOJTHEHUH OCHOBHBIX IeHCTBUIA
camoobOciyxuBaHus [17].
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Puc. 1. [Ipumep yuwacmka 3anucu 31eKmpo3nyeharoepammol y nAUUeHMKU ¢ apmpoepuno3om 6 aem

Fig. 1. Example of an encephalogram fragment of a female patient with arthrogryposis
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3amice DI mpoBoOIMIIN B 3ByKOU30JIMPOBAHHOM Ka-
OrHeTe, B KOTOPOM HaXOAWIINCh 3aIIMChIBAIONIAS YCTAHOB-
Ka, CIIeIMaJIbHOE KPeCyIo TS TTAllMeHTa B CTYJI aCCUCTeHTA.
Jusa perucrpamn BT ucnoab3oBaayu nprubopsl Mumnap-
938I-202 (Mumap, Poccus) ¢ 30 xaHajmaMm 3amvcu
u 21-kaHanbHbii NVX-36 (MKC, Poccus). I[Ipumensiim
cucteMy peructpaumu 10—20 %. PedepeHTHBIM sIBIsUICS
snekTpon Cz. [Ipu manpHe#Iel 06padbOTKe BHITTOIHSIIN
aHaJIN3 OTHOCUTENIFHO YCpeTHEHHOTO 3JIeKTpona. YacTora
IuckpeTr3annu cocrapisiaa 500 .

Bo Bpems pervctpatiim 331 meTr HaXOOWIINCH B TIPH-
CYTCTBHM OTHOTO M3 POIMTENICH M CHUACIN B CIICIIMAIBHOM
Kpecie. 3arch IPpOBOMIIN B TeueHre 10 MIH, HepephIBHO.

[lepen HemocpenCTBEHHBIM aHAIM30M 3amuch DI
TTOABEPIIM IIPeaoOpadOTKe: TTOJIOCHOM (PUIBTPAIIAM C TI0-
Jocoii rporryckaaus 1—45 Iix (ounerp barrepBopTa 4-ro
ropsiaka). C IToMOIIBI0 BU3YaJbHOM OLIEHKU OBLTN BBISIB-
JICHBI Y YIaJIeHBI M3 aHAJIN3a KaHAJIBI M STIOXU C BEICOKM
ypoBHeM myma. Ha puc. 1 mpusener npumep 3ancu D91
C YIOBJICTBOPUTEIBHBIM YpOBHEM IyMa. ApTedhaKThl
OT MOpTaHus OBLIN YIaJICHBI ¢ MCITOJIb30BaHUEM aHAIN3a
He3aBUCHMBIX KoMIIOHeHT makeToM FastICA (Hyvarinen,
1999).

st aHam3a TaHHBIX BBIOPAHBI 3 9aCTOTHEIC ITOJIOCHL:
4—8, 8—12 u 12—16 Ii1. 15t aMIUIATYABI B KaXKIOM 4acTOT-
HOM JMalla30He OLICHUBAIN CPeIHEe 3HAUYCHIE Ha OCHOBE
orudaroleil CurHaia Imocje MoJIOCHON YaCTOTHOM (hujib-
Tpaumu. OTHoOaroIIy0 KPUBYIO CTPOMIA HAa OCHOBE ITIpe-
oOpazoBanus [unboepra.

Jnst ouenku JIBK ncnonbs3oBanu meTon aeTpeHaIupo-
BaHHOTO (PJIYKTyallMOHHOTO aHajln3a ¢ oKHamu 5—50 ¢
(amciao okoH 30), KOTOPHIN SBISIETCS PAa3HOBHIHOCTHIO
ABTOKOPPEJISIIMOHHOTO aHAIN3a, MIPUMEHNMOTO K HeCTa-
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LroHapHbIM Ipoieccam. [logpo6GHoe onucaHue TaHHOTO
MeTona npuBeneHo y R. Hardstone v coasr. [9].

CrarucTuyecKas oleHKA pe3yasTaToB. J11st cpaBHEHUS
IPYIII IPUMEHSUIM HerapaMeTpudecKuii Meton Bunkox-
coHa. [l yueta monpaBKy Ha MHOXECTBEHHbIE CpaBHE-
HUSI UCITI0JIb30BajIu nonpaBky boHdepponu. BHyTpurpyri-
MMOBble 3HayeHus (aMIUIMTYAYy pUTMa U YypPOBEHb
peabuInTaLIK) CPAaBHUBAJIU C IIOMOIbIO KO3 hULIEHTA
Koppensuuii CriupMeHa.

Pe3ynbmambl

Oco0ennocTn nponexypsl peructpamud DD y gereid.
OTMeTHUM, 4TO TIpU peructpanu DI y meteil MeroTcs
olpeneeHHbIe CIoXHOCTH. OgHAa M3 HUX — TPYTHOCTH
KOHTPOJII ypOBHEM OOOPCTBOBAHWS W BHUMAaHUS.
Hns moamepskaHus pebeHKa Ha CpeTHeM YPOBHE OOIpCT-
BOBaHMSI (HE 3acChIITaeT W HE 3aHMMAETCS aKTUBHBIMU
MBICJTUTEILHBIMM IIPOLIeCCaMI) TIPUXOANTCS O0paIiaThCs
K HEMy C OTBJICKAIOIIMMM BOIIPOCAMM, a B HEKOTOPBIX
cIyJasix — IpuoOeraTh K IMoKa3y MyJIbT(hHUIbMA.

Jlpyroii cymecTBeHHOM TTpobiieMoit 3armcu DOTy ne-
Teil SIBISETCS MPOM3BOJIbHASI WX IOBHUTATeIbHAsl aKTHB-
HOCTb, B IIEJISTX KOHTPOJIST KOTOPOM KeJaTeTbHO IIPHUCYT-
CTBHE ONHOTO M3 POOUTEJICH peOeHKA BO BpeMs 3aIlMCH
D3I, HeobxonmMo IToguepKHYTh, 4YTO BU3YaJIbHO OIpeIe-
JISIEMBIN YPOBEHB ABUTATECIPHON aKTMBHOCTH y OOJBHBIX
apTPOTPHUIIO30M U 3MOPOBBIX ASTel OTIMUYAETCS — perep-
Tyap IBVKEHHI M JIETKOCTD X COBEPIIICHYSI CYIIECTBEHHO
HIKE B rpyIIne 00JbHBIX AeTelt [1, 2].

Taxke B HelsIX criiaxxuBaHus 3(pdekra oT 3MoIro-
HaJIbHOTO BOCIIPHATHS Tpoleaypsl 3amucu D3I mpoBo-
IWTCS IPeaBapUTEIbHOE O3HAKOMIICHIE peOeHKA C He00-
XOOUMBIMU YCIIOBUSIMM TSI €€ BBITIOJIHCHMSI, BKITIOYAS
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Puc. 2. Dnexmposnuyepanroepammusie cnekmput 300pogoix demeii (a) (n = 10) u 6oavHbix apmpoepunosom (6) (n = 15). Kaxcdas aunus npedcmaensiem
VCPeOHeHHblil CHeKmp NO 8CeM KaHaaam 00Ho2o peberka (3anuce oaumenvHocmoro 10 mun). Ilo ocu opounam — noeapugmuueckoe npedcmasneHue MOUHO-

cmu, mcB%/Iy

Fig. 2. Electroencephalographic spectra in healthy children (a) (n = 10) and children with arthrogryposis (6) (n = 15). Each line represents an averaged
spectrum for all channels of one child (10 min recording). Y axis shows logarithm of power, uV2/Hz
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Tabmua 1. Cpedree u cmanoapmmoe omkaoHeHue 3Haveruil amnaumyost u JIBK, a makce ux omnowienue 6 3 uacmomuwix OUanazoHax y 300p06oix

demeii u 6OAbHBIX APMPOPUNO30M

Table 1. Mean and standard deviation of amplitude and long-range temporal correlations and their ratio in 3 frequency ranges in healthy children and

children with arthrogryposis

NOrm/patleﬂtS

Frequency range, aMILIMTYJaQ, aMILIMTYaa,
Hz MKB MKB AMILTATYZA
4-—-8 6,11+ 1,05 0,62+ 0,03 2,52 2,20 0,60 = 0,06 2,40 1,03
8§—12 4,60 £ 0,97 0,63 £ 0,04 1,37 £ 1,06 0,62 £ 0,05 3,35 1,02
12—16 2,60 £ 0,57 0,60 = 0,02 1,08 £ 0,83 0,60 = 0,06 2,4 1,0

Ilpumenanue. 3deco u 6 mabn. 2, 3: IBK — oaunnospemenivie Koppeasyuu.

Note. Here and in Tables 2, 3: LRTC — long-range temporal correlations.

JIEMOHCTpAIMIO 0€30MMaCHOCTA U KOM(POPTHOCTH IIATIOY-
KU C 3aKpEIJICHHBIMU Ha HEl 3JIeKTPOJaMU.

Ha puc. 1 mpuBonutcs dparmenT 3anucu DI maru-
€HTKU C apTPOTPUITIO30M.

DT u cnekTpaibhblii anamm3. CyleCTBEHHBIM OTJIN-
yreM DDI mereit siBIsieTcs HeYeTKast BRIPaXKEHHOCTD CITeK-
TPAJIBHBIX MAaKCUMYMOB, OOBIMHO HAOJIONAEMBIX Y B3pPO-
cnbix. CIHeKTpel BceX MCCIAENOBAHHBIX 3MOPOBBIX JETEH
1 OOJIBHBIX APTPOTPUTIO30M TPENCTABIEHBI HA pUC. 2.

OO0paiaer Ha cebs1 BHUMaHWE OOJbIlIasi BApUATUB-
HOCTb 3HAUEHUI MOIIHOCTH Y OOJbHBIX aPTPOTPUTIO30M.
OnHaKo 3TO MOXET OBITh CBA3aHO C HEOAUHAKOBBIM YM-
CJIOM JeTel B rpyniax. Takke CTOUT OTMETUTD OTCYTCTBUE
YETKO BBIPAXKEHHBIX MAaKCMMYMOB, COOTBETCTBYIOIINX
OCHOBHBIM puTMaM — aibda (8—12 Iir) u 6era (15—30 Iix).

CratucTmdeckuii anaam3. B Ta6i1. 1 mpuBeneHbI nu3Me-
peHusa ammumatynsl U JBK B uccnemyeMbix 4acTOTHBIX
nuamna3oHax DOT.

AMILIMTYAa BO BCEX YACTOTHBIX Auarna3oHax Obuia
Oombliie y 3M0pOBBIX AeTeit. it mpoBepku 3Toro ¢hakTa
MPOBENEHO CTATUCTUYECKOE CPAaBHEHNE 3HAYCHU I aMILTU -
Tynbl U JIBK 1o 4yacToTHBIM AuanazoHaM € MOMOIIbIO
kputepus Bunkokcona. [Toka3aHo TOCTOBEpHOE pa3nuyue
AMILUTATYABI TI0O BCEM UCCIIeAYeMbIM YaCTOTHBIM AUATIA30-
HaM. [1pu aTOM cTaTrcTYECKast JOCTOBEPHOCTh COXPaHSI-
€TCs U IpY NpUMeHeHn U ronpaBku bondepponu (6 cpas-
HeHuli). Mbl He 00HAPYXWJTN CTATUCTUIECKH 3HAYMMOTO
n3MeHeHus JIBK y 60JIbHBIX apTpOrpruno3oM Mo cpaBHe-
HUIO CO 3I0POBBIMU JeThbMU (TalII. 2).

Takvm 0Opa3oM, UMeeTCsT CYIIeCTBEHHOE CHIDKEHUE
aMruutyasl OOI B vccnemyeMbIX YaCTOTHBIX AMATIa30HaX
y JETEN C apTPOrPUITO30M.

JlaHHBIN BBIBOJ TTONTBEPXKIAECT U aHAIU3 CBSI3U aM-
TUTATY/IBI CO CTETMEHBIO BOCCTAHOBIIEHMST Y OOJTBHBIX ap-
TPOTPUTIO30M. 3HAYECHUS YPOBHS 3HAUMMOCTU K03(pDu-
HreHTa Koppensiiuu no CimpMeHy NprBeAeHbI B Ta0I. 3.
ITpuyem HanGOBIINIT YPOBEHb JOCTOBEPHOCTH MTPOSIBIISI-
€TCSI B HVDKHUX YaCTOTHBIX TUarna3oHax. Bee koppensiiumn
OBLTY TTOJIOXKUTETbHBIMU.

Tabmana 2. 3uayvenus yposus snauumocmu T-kpumepus Buakokcona
0ns cpagHerus epynn 300po8uix demeii U 60AbHbIX APMPOSPUNO30M O AM-
naumyae u JIBK oas 3 uacmommuix duanazonos

Table 2. Significance levels of Wilcoxon signed rank test for comparison
of healthy children and children with arthrogryposis by amplitude and
LRTC for 3 frequency ranges

Frequency range, Hz Amplitude LRTC
4-8 0,000688* 0,023647
8—12 0,00003* 0,123874
12—-16 0,000172* 0,205092

*Cmamucmu4eckast 00Cmo8epHOCHb, COXPAHAIOULAACS
npu npumeHeHuu nonpasku bongepporu.

*Statistical significance valid after Bonferroni correction.
|

Taomua 3. 3na4enus ypoeHs 3HaUuMoCmu KO3(duUyUerma Koppeasyuu
Cnupmena npu cpasreruu amnaumyost u JIBK co cmenenvio dgueamenvHo-
20 60CCMAHO6ACHUS

Table 3. Significance levels of Spearman»s rank correlation coefficient for
comparison of amplitude and LRTC with the level of motor rehabilitation

Amplitude LRTC

Frequency range, Hz

4-8 0,014089* 0,574235
8—12 0,0230909* 0,630027
12—-16 0,0295809* 0,213846

*JlocmosepHuie césa3u ¢ yuemom npumererus nonpasku bonghepporu.

*Statistical significance valid afier Bonferroni correction.
|

Taxoke ObLT MPOBENICH aHATU3 CBSI3U YPOBHSI peadviv-
Tauuu U Bo3pacrta. [lokazaHa mocToBepHasi OTPUIIATETb-
Hast KoppeJssiust 3Tux mapametpos (p = 0,000027).

06cyxpexue
B HacTos1eli paboTe BrepBbie ObLIa OCYLIECTBIECHA
ollecHKa M3MeHeHui Ha O3 y mereil ¢ ImarHo3om
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apTporpurio3a. B OOJIBITMHCTBE TaHHBIX, TTPUBEICHHBIX
B JIMTEpAType, apTPOTPUITIO3 CBI3BIBAIOT C TTIOBPEXKICHNEM
MOTOHEMPOHOB CITMHHOTO Mo3ra [1, 2]. OgHako HepBHas
cucteMa (PYHKIIMOHMPYET KaK eIUMHOE 1IeJI0e, M M3MEHe-
HHE Ha OJHOM YpOBHE MOXKET OTpaXaThCS M Ha HeHpo-
HaJIbHOI aKTUBHOCTH JAPYTUX YpOBHeii [18].

OmnHoI M3 0COOEHHOCTE MO3ra IPUMATOB SIBISIETCS
HaJIM9Ke TPSIMBIX KOPTUKO-MOTOHEMPOHAIBHEIX CBA3CH,
YTO, BO3MOXHO, OOYCIOBIMBAaCT BBICOKMU YPOBEHbB
KOHTPOJIST TOUHBIX MTPOU3BOJIBHBIX ABMKeHMI [19, 20].
CoOTBeTCTBEHHO, HapylleHHe B (YHKIMOHUPOBAHUU
MOTOHEMPOHOB CIIMHHOTO MO3Ta OyIeT OTpaXkaThCs
W Ha KOPTHKaJIbHOM ypoBHe. Kpome TOro, BO3MOXKHO
W BOBJICUCHHE COOCTBEHHBIX HEHPOHAIBHBIX CHCTEM
CITMHHOTO MO3Ta, HATIPSMYIO CBSI3aHHBIX C MOTOHEpOHA-
MM, KOTOPBIC TAKKE UTPAIOT KIIFOUEBYIO POJIb B OpTaHM3a-
Iy ABvKeHus [21—23] u oTpaxalorcs B 31eKTPO(PU30-
JIOTUIECKUX TTapaMeTpax TOJJOBHOTO M CITMHHOTO MO3Ta.
OmHaKo CHCTeMaTUISCKUX UCCICIOBAHMI pa3InInii OMo-
ITOTEHIINAJIOB MO3Ta y OOIBHEBIX apTPOTPUIIO30M OT ITOKa-
3aresieil 3MOPOBHIX ATl 0 HACTOSIIIETO BpeMEHHU HE TIPO-
BOIMJIOCK.

VY nmereii, OOJIBHBIX apTPOTPHUIIO30M, CYIIECTBEHHO
CHIDKEHBI periepTyap M YpOBEeHb IBUTATEIBHOI aKTUBHO-
cty [1, 24], 9TO B MEPBYIO OUepelb OOBSICHIETCS HEBO3-
MO>KHOCTBIO BBITIOJTHSITH IIOJTHOIICHHBIC TBUKCHMSI B CBSI-
31 C BPOXIEHHON ITaTOJIOTUEH OIMOPHO-IBUTATEIHLHOTO
armmapata. CHIDKeHHUe TBUTATeIbHON aKTUBHOCTH, BEPO-
SITHO, OTpaXkaeTcsl Ha BCEX YPOBHSIX aKTUBHOCTH TOJIOB-
Horo Mo3ra [25]. Takum 00pa3oM, CHIDKEHUE aMIUTUTY BT
OCHWIISIIAI B OCHOBHBIX YaCTOTHBIX AMAITa30HAX OTpa-
KaeT MOHIDKEHHYI0 MOTOPHYIO aKTUBHOCTH Y OOJIBHBIX
apTporpumo3oM. Takoii BEIBOI ITOATBEPKAACTCS YBETUC-
HHEM MOIITHOCTH B aJibha-Iraria3oHe Py MOBHIIIICHHON
001Leli ABUraTeIbHOM akTuBHOCTH [26, 27]. [Ipruem 3TOT
3¢ dEKT TPOSBISETCS TEM CYIIECTBEHHEH, YeM MOJIOXe
yeyioBek [28].

OmHUM U3 BaXXHBIX METOMOJOTMYCCKUX MOMEHTOB
SIBJISIETCSI HEOOXOIMMOCTD yIeTa pa3HOCTH B YPOBHE 00Ip-
CTBOBaHMSA W MOTOPWKHU NIE€TE€l BO BpeMsI IPOBEACHMS
3armmcu DBI. Kak MBI oTMeuanu paHee, Y IMAllEHTOB
Habomanach IIOHMXEHHAs MOTOpPHAas aKTUBHOCTH
10 CpaBHEHUIO CO 3MOPOBEIMU AeThMH. OTHAKO M3 JaHHBIX
JINTepaTyphl U3BECTHO, YTO BBIIIOJHEHWE OBIDKEHUU CO-
MIPOBOXIACTCS BBIPAXXCHHBIM CHIDKCHUEM AMIUTUTYIBI
HelpoHaJIbHOM aKTUBHOCTH B allbha- 1 OeTa-Irara3oHax
[29, 30]. I3 aTOTO CllemyeT, 4TO eCIi ObI pa3HUIIA B IBUTA-
TEJIbHOM aKTUBHOCTU MEXIY OOJIBHBIMU W 3I0POBBIMU
JIETBMHM IeHCTBUTEILHO OBLIa ObI 00YCIOBICHA MOTOPHOM

1. Bamshad M., Van Heest A.E., Pleasure D.
Arthrogryposis: a review and update.
J Bone Joint Surg Am 2009;91:40—6.
DOI: 10.2106/JBJS.1.00281. PMID: 19571066.

2. Hall J.G. Arthrogryposis multiplex
congenita: etiology, genetics,
classification, diagnostic approach,
and general aspects. J Pediatr

aKTUBHOCTBIO BO BpeMsI NPOBEICHUS WCCIIEIOBaHMUS,
TO MBI JOJKHBI OBIIM OXHMIATh 00Jiee HU3KME 3HAYCHMUS
aMIIuTy Ha D3OI MMEeHHO y 300pOBBIX JeTeil. OgHako
9TOro He HAOMIOMAIOCh, M3 YeTO MOXHO CIE/IAaTh BBIBOI
0 TOM, 4TO 00JIee HM3KOEe 3HAYCHNE aMIUIUTYIL Y OOJTbHBIX
apTPOTPHUIIO30M HE CBSI3aHO C BHIIIOJIHEHUEM CAMMX JIBH -
JKEeHUI BO BpeMs 3anmcu DT a, ckopee, TeiiCTBUTETBHO
OTpakaeT HEKOTOPHIN MOHMKEHHBIN TOHMYECKII YPOBEHD
HEHPOHATBHOM aKTUBHOCTH KOPBI OOJIBIITNX ITOTYIIaPHIA.

Bosnpiroit mHTEpEC MpeacTaBisIeT OTCYTCTBUE CYIIIECT-
BeHHbIX 3MeHeHnil B JIBK. ITockonbky JIBK orpaxator
HelpoanHaMIIeCKHe XapaKTEPUCTUKY, BKITIOYAsI COOTHO-
IIeHNE BO30YKICHUS Y TOPMOXKEHUS, a TAKKe 3 (PEKTHB-
HOCTB TTepenadn nHhopManu [9], ObUIO MHTEPECHO OIle-
HUTb, Mpoucxoaut Jau wusMeHenue JIBK y nereit
¢ aptporpurio3oM. Hampumep, 1mokazaHo, 94TO CMEIICHHE
B ABK otpaxaer namenenus Ha D3OI y manmeHToB ¢ pa3-
JmuHbIMA 3aboneBaHusMu LTHC, Taknmu kak mm3odpe-
aug [31], mempeccus [14], snunencus [32], Gone3Hb
Adnpureiimepa [33], 6one3ns [TapkuHcona [34]. [TonydeH-
HbIEe JaHHbIE CBUACTEILCTBYIOT O ToM, uto ABK y nereii
C apTPOTPUTIO30M OCTAIOTCS TAKUMU K€, KaK 1 'y 3II0POBBIX
neteit. Cpentee 3HaueHUe JIBK y nccnemyeMbIx meTeit co-
craBuiio ~0,6, 4To Hizke 4eM y B3pocibix (~0,7) [35]. dakT
Hanmuus 6onee Hu3kux JIBK y neteii, yemM y B3pOCIIbIX, ObLT
TaKxKe onucad B padore [36]. OrcyrcrBre nuameHeHus JIBK
B HEHPOHAIBHOI aKTMBHOCTHU Y OOJIbHBIX apTPOTPUIIO30M
CBUIIECTEIIBCTBYET O TOM, YTO OWHAMHWKA HENPOHATBHBIX
MPOIIECCOB He M3MEHEHA, M TTPY HAJTMIMH (PYHKIIMOHATBHO
COXPAHHOTO CKEJIETHO-MBIIIEYHOTO aIllTapaTa HepOHaIb-
HBIE CETH, BEPOSITHO, CITIOCOOHBI OCYIIIECTRIISITH CBOIO pabo-
Ty. DTO MOATBEPKIACTCS TEM, YTO TTIOCIIC MBITIICUHBIX TIEpe-
CamoK JETH CITOCOOHBI OBJIANETh HOBBIMM MOTOPHBIMU
HaBBIKaMU [1]. DTO TpeOyeT MOMOJTHUTENLHOM TPOBEPKHU
Ha OoJibllIel BEIOOPKE MAllMeHTOB.

MOXHO KOHCTaTHPOBATh TOT (PaKT, UTO Y MTAIIMEHTOB
C apTPOTPHUIIIIO30M IO CPABHEHUIO CO 3MOPOBBIMU ICTHMU
TOTO K€ BO3pacTa CHMXXEHAa KOPKOBAs 3JICKTpUYECKasT
AKTUBHOCTD B nuana3one 4—16 Iir.

3akniouenue

B nmaHHOI1 paboTe MMOKa3aHO JTOCTOBEPHOE pas3inuue
moiHocTr DI B inanasonax 4—8, 8—12 u 12—6 I y ne-
Tei, OOJBHBIX apTPOTPUIIO30M, U 3IOPOBLIX AeTeit. OmHa-
KO pa3HUIIbI B TAKOM BaXKHOM HeMpOAMHAMUYECKOM I10-
Kazatene, kak JIBK, He ooHapyxeHo. Bo3amoxHO, dakT
CHIDKEHUS aMITIUTYIbl pUTMOB Ha DDI y OOJBHBIX HeTeit
00BsICHSIETCSI UX 00Jiee HU3KOM 0011Ieii MOTOPHOM aKTUB-
HOCTBIO.
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