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K/IIHIKO-IHCTPYMEHTA/IbHA OLIIHKA CUHAPOMY
ANOY3HOI M’A30BOI MNNOTOHII 3 3ATPUMKOLO
CTATOKIHETUYHOIO PO3BUTKY Y AITEU
PAHHbOIO BIKY

Kupuanoea J/LI?, Kizaak-By6psk M.E.
106.1acHa dumsva aikapHsa M. Mykauego;

?Jncmumym nediampii akywepcmea ma eiHeko.o02ii M. Kuie

Beryn

CungpoM paudysHOi M'A30BOi TinmoTOHII
(CAMI) y miTe#t paHHBOTO BiKYy € OJIHi€IO 3 HaM-
BXKJIMBIIINX Mpo6JeM NepuHATaJbHOI HEBPO-
Jiorii Ta negiaTpii. 3a ;anuMu A. Jucaite, nuToMa
Bara CJIMI" cepep Bciel nepuHaTaJIbHOI MATOJIO-
rii HepBoBoi cuctemu gocsrae 20% [7, 8]. lanui
CHUH/POM MO>Ke MPeJCTaBJATU CKJIaJHY AiarHoc-
TUYHY JWJIEMY AJis KAiHILUCTA, a/[PKe He Ma€ Ho-
30JI0TiYHOI CAMOCTIMHOCTI, BXOAUTb B CTPYKTYPY
Pi3HUX CHUHJPOMOKOMILJIEKCIB 1 3aXBOpPIOBaHb,
WOro OCHOBHI KJIiHIYHI Mapkepu Hecnenudiy-
Hi, a mepeobir i pe3ysnbTaT BapiabesbHi. BigjoMmu-
MU cuHoHiMamMu C/JIMI' €: «HU3BKMH M’S30BUH
TOHYC», «JA06OpOsiKiCHa BpO/KeHa TilOTOHifA»,
«TIMOTOHIYHE HEMOBJISI», «BPOJ>)KeHa M’s130Ba Ti-
MOTOHisI», «<BpO/KeHa M's130Ba CJIabKiCTb», «BpO-
J>KeHa aMiOTOHisI», «MaJlKOBa TiMOTOHIA» i gK
KpalHil iX BapiaHT — «CUHAPOM MJISIBOI AUTUHU»
(floppy baby syndrome) [4, 14].

CboroJiHi BificyTHSA YiTKa AeMorpadiyHa iH-
dopmanis mogo CAMI, ockibKM BOHA 4acTo He
€ OKPEMUM 3aXBOPIOBAHHSAM, a BXOJJUTb B CTPYK-
Typy 6araThOX CTaHiB ClTaJKOBOI MaTOJIOTII Ta iH-
XX HEBPOJIOTIYHUX CUHAPOMIB. TUM He MeH1,
pocaigxenHs, nposegeHe B 2000 poui B YHiBep-
cuTeTi wtaty LujiHONMC Jae nmeBHe ysBJIEHHS.
JocnimkeHHs OyJsio mpoBefieHO y 243 giTed 3
M’SI30BOI0 TiMIOTOHIE Bif TPbOX JI0 CEMHU POKIB.
Y Bili Tpbox pokiB 6sm3bko 30% aAiTed Masu Mi-
HiMaJIbHI nopymieHHs (y BUIVISAI MiHIMaJbHOTO
MOpYUIEHHS1 XOJb0OW, CHOTUKAHHS, HE3HA4YHOI
arakcii) i 46% Manu 3HauHi nopyueHHs (Mpu-
CyTHi MionmaTU4HiI NpUHAOMH, BaXKKiCTb IpPU MiJ-
HoMi o cxozax), y Tou 4yac gk 24% aiteit po3Bu-
BaJIMCs 3TifiHO 3 BikoM. 78% JiTel, y IKUX B Ie-
piozii HOBOHApO/KEeHOCTI Oy/1a AUPYy3HA M'I30Ba
rinoToHif, y Binji 3-7 poKiB Bii3Ha4ya/1acs noraHa
KoopAuHallisg pyxiB. bausbko 25% masu mpo-
0J1eMH 3 HaBYaHHSAM ab0 3aTPUMKY MOBH, y 20%

cnocrepiraBcsa aedinuT yBaru i 66% Manu 1Ba
a6o Gisibllle 3 ITUX MOpPYILEHb [3, 7].

3a ganumu EBTtymenko C.K., MoposoBa T.M,,
lakimyp3uld M.P, y 60-80% Buna/ikiB M’si30Ba ri-
MOTOHIA B JUTAYOMY Billi eHTPaJbHOTO reHesy,
15-30% BunajkiB - neprudepuUyHOro.

M's30Ba rinoToHiS MOXXe BHUHHUKATH BHa-
CIAi0K pi3HUX NPUYUH, 30KpeMa MOpYLIeHHAM
cynpacerMeHTapHoI peryssiii aibda- i ramma-
MOTOHEHPOHIB, TiNOQYHKIIE  CIiHAJIbHUX
anbda-MOTOHEUPOHIB, JeHepBalli€lo, MiJBH-
[IIEeHHSAM aKTUBHOCTI MeJ[iaTOpHUX iHTi6iTOPHUX
MexaHi3MiB, IaTOJIOTIE0 IOHHUX KaHaJliB, MOPY-
[IEHHSM IUTOCKeJeTy M's3iB ab0 3HIKEHHAM
eHepro3abe3nevyeHOCTi M'I30B0i TKaHUHHU [2, 5].

BignosigHo fo ayMku H. Jones, BUKopucTtaH-
Hs TepMiHy “floppy baby” € npaBoMouyHUM JsH1IIE
y OiTed y Billi o 6 Mic, a B MoJaIbIIOMy Heo6-
XilJHA TO4YHa HO30JI0TiYyHa JaiarHoctuka. Ciif,
3aBXJW NaM’siTaTH, 10 B CTPYKTYpi CUHAPOMY
M’s130B0O]1 TiNOTOHII, YacTO MOXe MaTH Miclie ic-
THUHHE YPa)eHHS PYX0BOI OJUWHHII Ha Pi3HHUX
Horo piBHSX, TO6TO — HEPBOBO-M S130Bi 3aXBOPIO-
BaHHA [11, 13].

OpHak Bepudikallis CipaBXXHbOI MPUYHHH i
BCTAHOBJIeHHs NoxoxeHHs CAMI BuMarawTb
3a/y4yeHHs 6e3J1i4i KJiHIYHUX METOJMK i pi3HUX
pocigpkedb. OMOPHUM NYHKTOM Y BCTAHOBJIEHHI
etiosorii C/IMI i ingukaTopoM BUOOpY Aoped-
HUX [JiarHOCTUYHHUX TeCTiB € aHaMHEeCTHUYHIi Ta
reHeasIOTivHI /laHi, XpOHOJIOTIA MPOLEeCy, OLiHKa
HEBPOJIOTIYHOTO CTAaTYCy. 3aBX/U 36epiraeTbcs
AMOBIpHICTB, III0 OCTATOYHHUH JiarHo3 He Gyje
BcTaHoBJyieHu# [10, 11].

Husbkuil piBeHb BUSBJIEHHSI PaHHIX CUMII-
TOMIB 3aXBOPIOBaHHf, BUCOKAa 4aCTOTa MOMWJI-
KOBOI'O JAiarHo3y, K MO3UTUBHOIO, TaK i Hera-
THUBHOTO, HEJIOOI[iHKA KJIiHIYHUX Ta Helpodizio-
JIOTIYHHUX AiarHOCTUYHHUX KPUTEPIiB, B GiJIbIIOCTI
BUNAJKIiB MPU3BOAATh [0 Mi3HbOI AiarHOCTUKU
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HepBOBO-M's1I30BUX 3axBoptoBaHb (HM3), Hea-
JEeKBAaTHOI TAKTUKH JIIKYBaHH4, 1110 B KiHIJeBOMY
MiJCYMKy BeJle O PO3BUTKY BaXKKOI iHBasigu-
3auii naunienTis. Pasom i3 TuM, JiTepaTtypHi faHi
OCTaHHIX pOKIB KOHCTaTyIOTb, 0 B 65-80% BuU-
Ma/iKiB paHO BUsIBJIeHA HEUPOM'sI30Ba NATOJIOTiA
IIpU aKTUBHOMY CIIOCTEpEeXXeHHI Ta aJleKBaTHIN
KOpekKLii, Moxe npuiiMaTu A06posikicHUN nepe-
oir.

Cy4acHuM piarHocTuyHuM nartepH HM3
BKJIIOYAE TaKi MeTOAM JOCJiJKeHHs: KJIiHiKO-
CHH/IPOMOJIOTIYHHUH, KJiHiKO-TeHea/ oTiYHHH,
MOJIEKY/ISIPHO-TEHETUYHUH, JJabopaTOpHU (pa-
JiosoriyHui Ta QyHKUiOHa/AbHUM), ricToJoriu-
HUU. Y TOM ke 4ac aBTOPM BITYM3HAHOI Ta 3a-
py6ixkHol JliTepatypu [7, 13, 16] nigkpecao0Tb
3HAYYILLiCTh «30JI0TOr0 CTAaHZAPTy» y AiarHoc-
THULi HEPBOBO-M's1I30BOI NMaTOJIOTIi — eJleKTpOoMi-
orpadiyHoro (EMI) gocaifkeHHs1 IK IPOCTOrO,
BUCOKOiH)OPMATUBHOrO i MIUPOKOAOCTYIHOTO
MeTO/Y, KU JI03BOJISIE He TibKU igeHTUiKY-
BaTH piBeHb YpaKeHHsl pyXoBOl ogWHULI (a He-
piZiKo € eIMHUM MeTO/0M Bepudikariii fiar1osy,
KOJIX 3 pi3HUX NPUYUH HEMOXJ/IHUBO B IIOBHO-
My 06cs13i IpoBecTH [OAATKOBI MOJIEKY/ISIPHO-
reHeTUYHi AocaimkeHHs), ase i Ha migcTaBi EMI'-
MOHITOPUHIY OLIHUTU CTYNiHb BUPAXKEHOCTI
MaTOJIOTIYHOTO0 NpoLecy Ha pi3HUX CTaAidax 3a-
XBOpIOBaHHA [1, 6].

Ha >xanb, Ha CbOrOJHIlIHIN AeHb iHTepIpe-
Taniga EMI'-pe3yabTaTiB 3a/JUINAETHCA NpUBLIe-
€M obMexxeHoi rpynu ¢axiBLiB i3 pyHKLiOHAIb-
HOI fAiarHocTUKU. He3paTHicTh HeBpoJiora Jo-
CTaTHBOI MIpPOI0 OLIHUTH OTpUMaHi gaHi EMI-
JIOCJIiPKeHHST ICTOTHO OOMEXY€E MOXKJIUBOCTI
JIarHOCTUYHOI'0 MOIIYKY i 3HMXKYE piBeHb HOro
npodecioHanizmy.

TakuM 4YMHOM, NpU pO3IJsifaHHI NpobJe-
Mu audy3HoI M'30Boi rinoToHii, 3aBXAU CJij
nam’aTaTy npo HM3, mo BU3HavyaeThbcs iX UPO-
KOO MOIIMPEHICTIO, TEHJEHII€I0 0 HAKONIUYEH-
HA FeHeTUYHUX MyTalil ¥ KOXKHOMY MOJAJIbLIO-
MY IOKOJIIHHI, 3HUKEHHAM AKOCTI 2KUTTH, PO3BU-
TKOM PaHHBbOI i BaXKKOI iHBasigu3aLil nagieHTa.
Hepoouinka 3Hauywmocti HM3 npusBoguTths A0
Mi3HbOI AIarHOCTUKU NPOTHOCTUYHO BaXKJIMBUX
CTaHiB, HEMOBHOLIHHOCTI NMpodiJaKTUYHUX 3a-
x0/1iB, HeeeKTHBHOMY JIiIKyBaHHIO NaLi€HTIB [1,
2,4].

MeTa aociaigKeHHs

BuBYeHHSsI NMOPIBHAJBHUX KJIHIYHUX, a6o-
PATOPHUX Ta eJeKTPOPYHKIIOHAIBHUX KpUTe-
piiB cuHpoMy Audy3HOI M's130BOI riMOTOHII 3 3a-
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TPUMKOI CTaTOKIHETUYHOTO PO3BUTKY y AiTeH
PaHHBOTO BIKY.

Marepiaiu i MeTOaH

3 MeTO BU3HAUYeHHS KPUTepIiB AiarHOCTH-
KM cUHApoMy Audy3HOI M's130B0i rinoToHii, npo-
BeJIEHO KOMILJIEKCHE KJIIHIKO-IHCTpyMeHTa/lbHe
ob6cTexxeHHa 30 aitedt y auHamini - 14 xyonyu-
KiB (47%) Ta 16 aiBuatok (53%), y Biui Big 4 mic
o 6 pokiB (cepeaniit Bik 2,1+ 1,1) i3 cuHjpo-
MoM audy3Hoi M's30Boi rinotoHii (CAMI) pis-
Hol eTioJsioril. BuKopucTaHi Taki MeTOLU: KOMII-
JIEKCHe KJIiHiuHe, JJabopaTOpHE, MOJIEKY/ISIPHO-
reHeTuyHe Ta ED ob6cTexxeHHs, siKe BKJIIOYAJIO
ctumynauinny EHMI 3a cranpgapTHOO MeTOoAHU-
kot [[exT B.M., KacatkuHa J1.®.] 3 BUSHaYEeHHAM
aMIUIITYAU MOTOPHUX Ta CEHCOPHUX BiZINMOBiAeH,
OI[iHKY IIBU/KOCTi MpoBeAeHHS 30y/[?)KEHHS] MO-
TOPHUMU Ta CEHCOPHUMU BOJIOKHAMH, PEECTPA-
uito i oninka F-xBuii Ta rosikoBy EMI 3 aHasnizom
noTeHLianiB pyxoBux oguHulls ([1PO), cnonTaH-
HOI aKTUBHOCTI.

KitiniuHe o6cTexeHHs BKJIIOYAJIO0 OI[iHKY He-
BPOJIOTIYHOI'O CTATyCy, 30KpeMa 3arajibHy OLjiH-
Ky NOBeJiHKU JUTHHY, BiANIOBIAHICTb HEPBOBO-
NCUXIYHOTO PO3BUTKY ii BiKy, 3araJlbHUU OTNA[
(mo3a, oryig roJioBH, 00JIHYYSA), JOCTiPKEHHS
NOBEPXHEBUX i CYXOXKUJIBHUX pedJieKciB, IpooH
Ha KOOpJMHALiI0 pyxiB, NpOBOAUIACA OLiHKA Na-
CUBHOTO Ta aKTUBHOTI'O M'sI30BOT'0 TOHYCY.

AnroputMm pocaigxenHs EMI' 3 Bukopuc-
TaHHAM KOHLEHTPUYHOTO rOJIKOBOI'O €JIEKTPO-
[y BKJIIOYaB aHaJji3 mapaMeTpiB Takux M’s3iB:
B mm.deltoideus, rectus femoris et tibialis ante-
rior.

Anauniz I[1PO npoBoguBca cTaHAapTHO. OTpH-
MaHi AaHi npejCcTaBIsANIUCA y BUIVIAAIL ricTorpam
po3mnoginy TpuBasocti [1PO, uucia ¢as Ta ammii-
TYAH, @ TAKOXK B Tabar4yHOMY BUIIAAIL [lopiBHIO-
BaHHA OTPUMAHUX JAHUX TPOBOJUJIOCA 3 HOpMa-
TUBHUMM, NIPeJCTaBJIeHUMU B TabIULAX cepej-
HboI TpuBasocTi [IPO B 3anexHOCTI Big BiKy.

Pe3ysibTaTH A0CAiAKEeHb

11 mopiBHAJNBHOI OLiHKHU KJIiHIKO-EMI oco-
6/1MBOCTEMN 6YJI0 CTBOPEHO JABi IPyNHU NaLli€HTIB.
Jo nepuoi rpynu BBiiun 10 giteit - 4 fgiBya-
TOK (40%), 6 xsiomuukiB (60%). Y Bcix nmaijieHTiB
criocTepirajiaca BUpaXkeHa 3aTpHMMKa CTaTOKiHe-
TUYHOTO PO3BUTKY, Audy3Ha M'si30Ba rillOTOHIsA
Ta BifcyTHi cyxoxuibHi pedJiekcu i BCTaHOB-
JIeHUM OCTaTOYHUH AiarHos (mic/s npoBefeHHs
reHEeTUYHO-MOJIEKY/IIPHOI0 [AOCHIPKeHHH, AKe
3/ilicHIOBasIoCs Ha OCHOBI pe3ysnbTraTiB EMI' 06-



crexxeHHs). [lpyry rpyny ckjand 20 marfieHTiB
- 13 piBuaTok (65%), 7 xsmomuukiB (35%), 3 nmo-
MipHOK 3aTPUMKOK CTATOKiHETUYHOTO PO3BU-
TKy, CAMI, pi3ko TOpHifHUMH CYXOXXHJIBbHHUMH
pedriekcamy, ajie KiHI[eBO He BCTAHOBJIEHUM Jia-
THO30M.

E® piarHocTHKy NpOBOAMJM Ha amnapari
«Helipo-MBII-4» («HeiipocodT», P®P). Barbku
XBOPUX AiTel ganu iHopMoBOHY 3roZy Ha Npo-
BeZeHHa ED gocigkeHs.

CTaTUCTUYHUIN aHaJi3 pe3y/bTaTiB JOCJ]iA-
>KeHb IPOBO/VBCA 3 BUKOPUCTAHHAM NaKeTy MpPH-
KJIaJHUX nporpam «Statistica 6». [las1 ctaTuctuy-
HOTO OMNpaLOBaHHA pe3yJbTaTiB BUKOPUCTOBY-
Ba/IM: BUOIPKOBY cepefjHIO, IOMUJIKY CepelHbOI;
JAJ1d BiporigHOCTI BiAMIHOCTI MiXx rpynaMu - He-
napaMeTpH4Hi MeToAu. [/19 KOpeJsaLilHOro aHa-
JIi3y BUKOPUCTOBYBasIu KpuTepin Ilipcona. Pisuu-
110 BBaXkaJ/1u BiporigHow npu p<0,05.

B mepwiit rpyni nanientis, 7 aiteit (70%)
Hapo/KeHi Bifg HopMasibHOI (HEYCKJIaJHEHOi)
BariTHocTi Ta 6e3 yck/1aZjHeHb B lepUHATAJbHO-
My nepiogi, npudomy 9 giteit (90%) HapomKeHi
Bii cBo€4acHUX MOJIOTiB, ciMeliHMI aHaMHe3 (10
HEepBOBO-M'SI30BUX 3aXBOPIOBAaHHSX) — 0OTsIKe-
HUU TiJIbKU y OJIHi€l JUTUHU.

[lig yac HeBpOJIOTIYHOTO OTJISAZY YV BCIiX JiTeN
MPUCYTHA BUPaXKeHa 3aTPUMKa CTaTOKIHETUYHO-
ro po3BUTKY, BUpaxkeHa Audy3Ha M'si30Ba rimno-
TOHIf, BiAcyTHI cyxoxuibHi pedsekcy, y 5 naui-
€HTIB pi3Ko 0OMeKeHi aKTHBHI PYXU.

[Ipu npoBeseHHi E® ob6GcTexxeHHs, MOKas-
HUKU ctumyadaninHoi EHMIT nmpakTtudHo y Bcix
JiTeld BKasyBaJIU Ha 3HWKEHHS aMILIITYyJU MO-
TOPHOI BiANIOBiAI Ha BCbOMY NpPOTA3i IO MaJio-
FOMIJIKOBUM HepBaM CUMETPUYHO 3 060X CTOPiH
(mo Ha#6inbI iMOBIpHO BKa3dye Ha aHATOMO-
byHKLioHa/NbHI 0COGJMBOCTI JaHOro Hepsa).
BypxJ/iuBa CIOHTaHHA aKTHUBHICTb NPUCYTHA y 3
nauieHTiB, y BUNIsAAi MHOXXUHHUX [1D (noTeHuia-
JiB ¢iopuasanin), 1Py (moteHyianiB pacyukyns-
uii) Tay 1 nauieHTa y BUrs/i MioTOHIYHUX pO3-
psAziB. CepeiHA aMIJIITYZAa OTEHIialiB pyXOBUX
oauHuub (A IIPO) y aiTelt 3 ypaxkeHHs nepeHbO-
ro MoToHelpoHy csirae 1880mkB (+ 500MkB), ce-
penHsa TpuBasictb [1PO 13,2mc (£2,2Mmc). CepepHi
nokasHuku A [1PO y nanieHTiB y ypakeHHAM Ha
M’'sizoBoMy piBHI 288MkB (* 120MkB), cepenns
TpuBaJicTh 6,13Mmc (* 1,8Mmc).

Pieenb KOK 6yB nifiBuiieHuM y 5 maifieHTiB
(50%), 3 HUx y 2-0x piBeHb cAraB o 4000, y 3-x
cepeZiHi nokasHUukH fj0 760 (* 120).

[licia npoBeAeHOro MOJIEKYJISAPHO-TeHeTHY-
HOTO 0OGCTeXXeHHA y 2 AiTel BCTAaHOBJIEHUH Jiiar-
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Ho3 - CniHasibHa M’'s130Ba atpodisa (CMA), y oiHOi
JAUTUHU CUHJpPOM PeTTa, reTepo3nroTHUM HOCIH
CMA, y aBox nauieHTiB - Mionartis /[woueHa, B 3
JliTell - Bpo/KeHa MionaTisi, HaNGiibII iMOBipHO
MepO3UH-II03UTUBHA.

OniHiooyM BHIEeBKasaHi jgaHi, MoXHa 3a-
yBaXxuTty, wo y 70% gitenr 3 CAMI, BigcyTHIMHU
CYX0XKUJIbHUMU pedieKCcaMU Ta BUPAKEHOIO 3a-
TPUMKOIO CTaTOKIHETUYHOTO PO3BUTKY, B AKHUX
y xoii npoBeieHHs ED o06cTexxeHHsI OTpUMaHUH
YiTKHWH piBEHBb YpaXKeHHA PyXOBOI OAMHHUIL Ta Ha
ocHoBi EMI' maHux npoBefeHO MOJIEKYJAPHO-
reHeTH4YHe JOCJiJ»XeHHs, 31 BCTAHOBJIEHHAM
IeBHOI HO30J10Tii - aHaMHe3 BariTHOCTI, MoJ0-
roBUM aHaMHe3 Ta NepUHaTaJbHUN nepios 6yB
6e3 yCKJIa/IHEHb.

[Ipy ouiHui manieHTIB Apyroi rpynu BiZoMo,
mo 16 npiteit (80%) foHoILIEH], 3 AKUX YCKJIaIHE-
HUM nepe6ir BariTHOcTi y 15 giteit (70%), mitu
3 HU3bKOWO OLiHKOI0 3a wKasow Anrap (OLIA)
<8/9y 12 nauienTis (60%),y 7 aite#t (35%) BHY-
TPIIIHbOIIJIYHOYKOBI KpPOBOBUJIMBU Pi3HOTO CTY-
neHs (BLIK).

[Ipy oniHLi pe3ysnbpTaTiB CTUMYJIALIAHOTO
EHMTI o6crexxeHHs otpuMano y 7 gited (35%)
HMIBUJKICTb poBeieHHs 36ymkeHHs (ILI13) B HOp-
Mi, y 13 giteit (65%) - L3 MOTOPHUMU BOJIOK-
HaMmu 3HKeHa Bif 30 10 38M/c.Y 14 aiteit (70%) -
A M-BiZiOBi/i 3HW>XeHa IIepeBaXKHO M0 hn.peronei
dextra et sinistra Big 1,2MB g0 - 2,24MB; B 6 nauji-
eHTiB (30%) A M-BignoBizi B HOpMi.

[ToxasHuku [1PO 3MiHeHi 6isbIe nmo Helpo-
reHHOMY THUILY, IepeBakKHO 36i/bIllleHa aMILIITY-
fAa [IPO - makcuMmasnbHa fo 2000 mkB, 3a Tpu-
BaJIICTIO TNPOCTEXKYETbCA IIMPOKUK [iala3oH,
MiHiMasnbHa 5,6 Mc; MakcuManbHa - 14,3Mmc. [lo-
Jidazisg nomipHa.

[Ipu oniHLi 1JabopaTOpHUX pe3yabTaTiB gpy-
roi rpynu, BiJ3HA4Ya€eTbCAd MiJABUILEHHA piBHA
kpeaTuHdocdokinkazu kposi (KPK) y 3 pitei
(15%).

BpaxoByr4yu OTpUMaHi BUILE pe3yJbTaTH,
MOHa BBaXKaTH, 1110 ¥ AiTeH 3 TOMIpHOIO 3aTpUM-
KOK CTaTOKiHETU4YHOro po3BUTKY, CAMI, pisko
TOPNiAHUMH CYX0KUJIbHUMU pedJieKcaMy, B SKUX
nicasa npoBeneHHs ED obcTexxeHHS He 3HAMe-
HUH YiTKUH piBEHb YpayKeHHS PYX0BOI OAUHMULY, a
OTpHUMaHi 3MiHU BiANOBIIal0Th, HANOGIIBIIIMOBIp-
HO, HEUPOTE€HHOMY, BTOPUHHOMY THUIY — YCKJaJ-
HeHUM aHaMHe3 BariTHocTi y 15 gite#t (70%), 3
akux 12 giteit (60%) HapopKeHi 3 HU3BKOIO OLiH-
KO0 3a LIKaJIol0 Anrap, Npu4yoMy B 7 HOBOHApO-
JokeHUX (35%) B aHaMHe3i BHYTPIIIHbOIIYHOY-
KOBI KpPOBOBUWJIUBH, Pi3HOTO CTYIEHS.
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3a 3roso 6aTbKiB, YeTBepO MalieHTIB nep-
1oi Ta TPoe AiTel Apyroi rpynu o6CcTexkeHi Ha
piBeHb LijaHOKO6asaMiHy B KpoBi. B ycix aitei
MepLIol rPyINu BiI3HAYAETHCH pi3Ke NiJABUILEHHSA
JlQHOTO MOKAa3HUKA Ta HOpMaA B NaLi€HTIB Apyrol
rpynu (110 noTpebye NoLaablUIOro BUBYEHHS).

BHCHOBKHU

Cungpom audysHoi M's130BOI rinoToHil mo-
TpebGye CBOEYACHOTO Ta MOBHOTO KJIiHIKO-iHCT-
PYMEHTA/ILHOTO 0OCTEeXeHHs, a TaK0¥X, B OKpe-
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MHUX BUIIaJIKax, IPOBeJileHHs JOJaTKOBOTO MoJie-
KYJISIPHO-T€HETUYHOTO JOCJIPKEHHS, L0 IMOB'sI-
3aHe 3 BUCOKOIO HACTOPOXeHICTI0 BifHOCHO HM3,
aoke 3 30-TH 06CTeXXyBaHUX MAIi€EHTIB 3 TAHUM
cunapomom y 10-tu (33%) amiarHocTroBaHO ypa-
»KeHHs1 Ha pi3HUX PiBHAX PyXOBOI ofuMHUL (1eB-
HUM THUI HEpBOBO-M’'s130Boi maTtoJiorii). ¥ pemru
MaLi€HTIB i3 JaHUM CUHAPOMOM 3a pe3yJbTaTa-
My EMT o6cTexkeHHs1, OTpUMaHi 3MiHM HalbiibIl
iMOBipHO BKa3ylOTb Ha HeUporeHHUH (BTOpPUH-
HUM) T, 10 NOTpebye NoJaabIIOro BUBYEHHS.

Pe3rome. [IpoBejieHO KIIiHiIKO-IHCTpyMeHTa/NibHe ob6cTexkeHHs B AuHaMini 30 gited, BikoM Bix 4
MicsALiB 10 6 pokiB, AiB4aTok - 16 (53%), xnonuukiB - 14 (47%), 3 cuagpoMoM AUdy3HOI M'130B01
riOTOHII Ta 3aTPUMKOIO CTATOKIHETUYHOTO PO3BUTKY, AKE BKJIIOYAJ/IO: OL[iHKY HEBPOJIOTIYHOIO CTa-
TyCy, 1ab0paTOpPHi aHaJi3u, MOJIEKY/ISIPHO-TeHETUYHE, ejiekTpodizionoriune (EP) ob6cTerkeHHS: CTU-
MyJISILIIAHY Ta FOJIKOBY esilekTpoMiorpadito (EMT).

Knrw4ogi csioBa: cuH/ipoM 1udy3HOi M'130B0i TiOTOHII, HEpBOBO-M's130Bi 3aXBOpIOBaHHS, eJIeK-
TpodiziosioriuHe o6cTexeHHs, enekTpomiorpadis, kpeatuHdpocdokinaza, cniHaibHA M's130Ba aTpo-

ois.

Clinical and instrumental evaluation of diffuse muscle hypotonia syndrome delayed
statokinetychnoho development in young children
Kirilova L., Kizlyak-Bubryak M.

Summary. In article presents the results clinical-instrumental examination of the dynamics of
30 children aged 4 months to 6 years, 16 girls (53%), 14 boys (47%) with diffuse muscle hypotonia
syndrome and delayed statokinetychnoho development, which included: assessment of neurological
status, laboratory analysis, molecular-genetic, electrophysiological (FE) examination: stimulation and
needle electromyography (EMG).

Key words: syndrome diffuse muscle hypotonia, neuromuscular diseases, electrophysiological
examination, electromyography, creatine, spinal muscular atrophy.
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