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1. KitiHiKO-€KCIIepUMEeHTaIbHE JOCJIIKEeHHS KOpeKLii (PyHKIiOHANBHUX NOPYLIEHb [IPY CHAJKOBIll MOTOPHO-

CEHCOPHIil Herponarii 1A Tumny

2. A clinical and experimental study of correction of functional disorders in hereditary motor and sensory
neuropathy type 1A

Pedepar:

1. ¥ nuceprauiiiniii po60Ti IpencTaBieHnil neTajJbHUN aHajli3 KiliHiko-enigemiosoriynux ocobmmBocrteit CMCH 1A
THUITy Ta CTPYKTYPHO-(QYHKIIOHAJIbHUX 3MiH NnepudepuyHUX HepBiB IIPU Liil aToJiorii. MeToo nocuifgkeHHs 6yio
YIOCKOHAJIEHHS AiarHOCTUYHO-TIPOQiNIaKTUYHOI OIIOMOTY XBOPUM Ha CIaIKOBY MOTOPHO-CEHCOPHY HEMPONAaTiio
1A Tuny Ta MeTOAIB KOPEKLii CTPYKTYpHO-(QYHKIIOHAJIbHUX [IOPYIIE€Hb, 3yMOBJIEHUX LIi€l0 NMaToJIorieto. s
IOCSTHEHHS METHU POOOTH OYyJIM BUKOPUCTAHI TaKi METOIM: eMifileMioIoriYHMM, KJIiHIKO-HeBPOJIOTIYHNM, KJTiHIKO-
reHeasoriyHuii, 6ioxiMiyHuM, iIMyHOTiCTOXIMIYHUI, €/1IEKTPOHHO-MIKPOCKOIIIYHNUIA, IOBEIiHKOBI TECTHU
€KCIIEPMMEHTAJIbHUX TBAPYH, KYJIbTYPaJbHi, IPOTOYHA LUTOMETPIs, cTaTUCTUYHI. O6'€KTOM IOCIIiI>)KeHHSs OYIn
CTPYKTYPHO-(QYHKLiOHAJ/IbHI IOPYLIEHHS IPY CIIaAKOBill MOTOPHO-CEHCOPHIl Heltponarii 1A Tuny. Anani3

OCHOBHUX (DaKTOPiB NONYJISALilHO-IeMorpadidyHuX NPOLECiB, 1110 POPMYIOTH [IOIINPEHICTh TeHETUYHOI [1aTOJIOTII,



II03BOJIUB BUSBUTY IIPUYMHY, SKi JI€’KaThb B OCHOBI HepiBHOMipHOCTI nomupenns CMCH 1A Tury B pisHUX
agMiHicTpaTUBHUX palioHax XapkiBchKoi, [TosnraBebkoi Ta CyMmcbkoi ob6acTeil. BctaHoBieHO, 110 Mi3HIN KIliHIYHAN
ne6ioT CMCH 1A Tumy pa3oM 3i 3HIDKEHHSIM ITOKa3HUKIB aMIUIiTy, M-Binnosigeil nepudepruyHux HEPBIB €
IIPOTHOCTUYHUM KPUTEPIEM TSDKKOTO Iepebiry Ta MBUIKOrO TEMITy TPOrPECYBaHHS 3aXBOPIOBaHHs. [IpoBeneHo
aHazi3 peabinitauiiiHux 3axoais ass xsopux Ha CMCH 1A Tumy, 3a pe3sysibTaTamMu SIKOTO PO3pO06IEHO METO0JIOTiI0
KOMILJIEKCHUX ITporpaM peabinitauii, 1110 y cyKynHocTi noenHyoTs JIOK, ¢izioTepaniio Ta CUMITOMaTUYHY
MEJMKaMEHTO3HY Tepallilo, sika BpaXxoBye II€PEBAKHUIN TUIl YPOKEHHS IEpU(EPUYHUX HEPBIB. [ JOCiIKEHHS]
CTPYKTYPHO-(QYHKLIOHAIBbHUX 3MiH nepudepuynux Hepsis npu CMCH 1A tumny Ta ix Kopekuii B po6oTi 6ysa
BUKOPMCTaHa €KCIIEPMMEHTabHA in vivo Mopenb CMCH 1A tuny - TpaHcreHHi mumii JiHii B6.Cg-
Tg(PMP22)C3Fbas /] i3 criafikoBoo nepudepruyHoIo HelponaTieto. 3alrporloHOBaHO IIEPCIIEKTUBHUN METOZ,
KOpPeKLii CTPyKTYpHO-(QYHKIIOHAJIBHUX [IOPYLIE€Hb Nepu(pepUIHUX HEPBIB i3 32CTOCYBaHHSIM CTOBOYPOBUX KJIITUH
Ha w1ii1 in vivo mogesi CMCH 1A tumy. Ha 0CHOBI OTpMMaHUX NTO3UTUBHUX PE3YJILTATIB KOPEKLii CTPYKTYPHO-
dyHKUIiOHAIBHUX NOpPYyLIeHb epudepuyHUX HEPBIB Ha eKCIIepUMeHTaIbHIl in vivo mogesni CMCH 1A tuny
BUA3HAYEHI [NEPCIIEKTUBY [TOJANBIINX AOCIIKEHD, IO MOJIATaTUMYTh Y BUBYEHHI BILJIMBY KJIIITUHHOI Tepartii i3

3aCTOCYBaHHSI CTOBOYPOBUX KJIITHH Ha Nepebir 3aXBOPIOBAHHS.

2. The dissertation presents a detailed analysis of the clinical and epidemiological characteristics of hereditary
motor and sensory neuropathy type 1A (HMSN 1A) and the structural and functional changes in peripheral nerves
associated with this pathology. The aim of the study was to improve the diagnostic and preventive care for
individuals with HMSN 1A and develop methods for correcting structural and functional disorders resulting from
this pathology. To achieve the aim, the following methods were employed: epidemiological, clinical-neurological,
clinical-genealogical, biochemical, immunohistochemical, electron microscopy, behavioral tests on experimental
animals, culture studies, flow cytometry, and statistical analysis. The subject of the research was structural and
functional abnormalities in hereditary motor and sensory neuropathy type 1A. An analysis of the key factors of
population-demographic processes contributing to the prevalence of genetic pathology revealed the reasons
underlying the disparities in the spread of HMSN 1A in different administrative regions of Kharkiv, Poltava, and
Sumy regions. It was established that a late clinical onset of HMSN 1A, along with reduced amplitudes of M-
responses of peripheral nerves, serves as a prognostic criterion for severe disease progression and rapid
deterioration. An analysis of rehabilitation measures for individuals with HMSN 1A led to the development of a
methodology for comprehensive rehabilitation programs that combine physical therapy, physiotherapy, and
symptomatic drug therapy, taking into account the predominant type of peripheral nerve involvement. To study
the structural and functional changes in peripheral nerves in HMSN 1A and their correction, an experimental in
vivo model of HMSN 1A was utilized, involving transgenic mice of the B6.Cg-Tg(PMP22)C3Fbas/J lineage with
hereditary peripheral neuropathy. A prospective method for correcting structural and functional disorders in
peripheral nerves using stem cells in this in vivo model of HMSN 1A was proposed. Based on the positive results of
correcting structural and functional abnormalities in peripheral nerves in the experimental in vivo model of HMSN
1A, prospects for further research were identified, which will involve studying the impact of cellular therapy with
the application of stem cells on the course of the disease.
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