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Pesiome

HacaeacTBeHHble HEPBHO-MbilLeYHbIe BOAE3HM — rPYNNa reHeTU4eCKMUX 3a-
60AEBAHMI, XAPAKTEPHU3YIOLLUXCA HAYOAOM GOAE3HN B GOABLUMHCTBE CAyYdeB
B AETCKOM BO3PACTE, UMEIOLLUX HEYKAOHHO NMporpeccupyiouLee Te4yeHue
NATOAOIMYECKOro NPOoLLecca, NPUBOASLLLEE K GbICTPOH MHBAAMAM3ALIMM GOAD-
HbIX M OTAMYAIOLL,EECS BbICOKON A€TAABHOCTbIO B Bo3pacTe 18-20 AeT. Liesb
MCCAEAOBAHMS. U3yYNTb COCTOAHME BHYTPUOPIraHHON CPeAbl Y 60AbHbIX Ha-
CAEACTBEHHbIMU MbILLEYHbIMU ATPOCUAMMN U MbILLEYHBIMU AUCTPOUAMMY,
MUCNOAb3YSl TECTUPOBAHNE B OPraAHOTMINNYECKOH CpeAe HEePBHON TKAHHU AAS
060CHOBAHMA HA3HAYEHUS CUMNTOMATUYECKOMN HEHPONPOTEKTUBHOMN TEPANMH.
Marepuansl 1 meToAbl. Bbino 06cAeA0BAHO 90 6GOAbHbIX HACAEACTBEHHbIMMU
HEepPBHO-MbILLUEYHbIMM 3060AE€BAHUAMM (CTMHAAbHbIE MbILLEYHbIE aTpOodbmm 1-ro,
2-ro 1 3-ro Tvna [n = 30], MbiweyHas aAucTpogpua AtoweHHa [n = 60]); rpynna
KOHTPOAS — 30 3A0POBbIX YEAOBEK. IN Vilro = 3KCNAQHTATbI CEHCOPHbIX TAHTAMEB
10-12-cyTO4HbIX KypUHbIX SMOPHOHOB. [IPOBEAEHO KOMNAEKCHOE KAMHUKO-AQ-
6opaTopHoe U IKCNEPUMEHTAABHOE MCCAEAOBAHME. KOHLLeHTPaLMK HeHpPOTPO-
cpuyeckmnx cpakTopos (PPIM, PPH, LLHTP) onpeseArsiAn MMMYHOOEPMEHTHBIM
METOAOM B 06pPA3LLaX NAA3MbI KPOBU C HCMTOAb3OBAHUEM HABOPOB chbHpMbI
RayBiotech u B cooTBETCTBMU C HHCTPYKLMAMM MPON3BOAUTEAS. DKCNIEPUMEH-
TAABHOE UCCAEAOBAHME NPOBEAEHO HA 300 3KCMAQHTATAX CEHCOPHbIX TAHTANEB
10-12-AHEBHbIX KYPUHbIX SMOPHOHOB, KyAbTUBMPYEMbIX B YaLLKAX [leTpu Ha noA-
AOXKaXx 13 koArareHa B CO,-uHKy6aTope (Sanyo, finoHus) B Te4eHue 3 CyToK
npun 36,5 °C n 5% CO,. A yTOYHEHNS GUOXMMHYECKUX MEXAHM3MOB, y4aCTBY-
IOLLMX B MATOAOTMHECKMX KACKAAQX MPH HACA€ACTBEHHbIX HOPBHO-MbILLEYHbIX
3a60AeBaHMAX, 6bIAG pa3paBOTAHA TECT-CMCTEMA, KOTOPAS BKAIOYAAQ B €65
MOCAEAOBATEABHOE U3yYeHHEe NAA3Mbl KPOBH GOAbBHOrO B OPraHOTUNMYECKOMN
KyAbTYpe TKAHM B pa3BeAeHun 1 : 70 ¢ nocAeAyoLNM A0BaBAEHHEM B CpeAY
peareHToB — CUHTETHYECKOro gpakTopa pocTta Hepsd (PPH) (100 nr/mA). KyAbTr-
BUPOBAHME SKCMAGHTATOB OCYLLLECTBASIAU 1O METOAMKE, paspaboTaHHoi B HUN
cbusmnororum um. WU.I. MaBaoBa. AAa BU3yaAu3aumm o6beKTOB MCMOAb3OBAAU
mukpockon Axiostar Plus (Carl Zeiss, lepmaHus). [Toay4eHHbIe M306paxXeHus
QHAAM3MPOBAAM Nporpammoit Imageld. AAS KOAMYECTBEHHOH OLLeHKM pocTd
3KCMAQHTATOB MPUMEHSIAM MOPGOMETPHYECKNI METOA. MHAEKC nAoLL.aam (UIM)
PACCYUTLIBAAM KAK OTHOLLIEHME MAOLLAM 30HbI POCTA SKCMAQHTATA K UCXOAHOM
nAow,aam. KoHTpoAbHoe 3HaveHne UM npuHnmanm 3a 100 %. Pe3yabTaTsl. KOHLEH-
Tpauuns PPIM nmeAa HaMbBoAbLLUME 3HAYEHHNA Y BOAbHBIX MPOrPeCCHPYIOLLLUMMU
aMHUOTPOCOUAMMU, B TO BPEMSA KAK Y GOAbHBIX MPOrpPeCcCHPYIOLLUMU MUOANCTPO-
cbHAMU CoAEPIKAHHUE B KPOBH ITOTO paKTOpa BbIAM HO YPOBHE, CONMOCTABUMOM
C KOHTPOAbHBIMM AGHHBIMH, MPUYEM Y HACTH GOABHBIX KOHLLeHTPpauus PPIM 6bira

Summary

Hereditary neuromuscular diseases are a group of genetic diseases
characterized by an onset of the disease in most cases in childhood,
having a steadily progressive course of the pathological process,
leading to more rapid disability of patients and having a high mor-
tality rate at the age of 18-20 years. Objective. To study a condition
of the intra-organ structure in patients with hereditary muscular
afrophy and muscular dystrophy using testing of nerve tissue in the
organotypic environment in order to justify the prescription of symp-
tomatic neuroprotective therapy. Materials and methods. Ninety
patients with hereditary neuromuscular diseases (spinal muscular
atrophy types 1, 2 and 3 [n = 30], Duchenne muscular dystrophy [n =
60]) were examined; the control group consisted of 30 healthy peo-
ple. In vitro - explants of sensory ganglia of 10-12-day-old chicken
embryos. A comprehensive clinical, laboratory and experimental
study was conducted. Concentrations of neurotrophic factors (Brain
Growth Factor, Nerve Growth Factor, Ciliary Neurotrophic Factor)
were determined by the enzyme immunoassay method in blood
plasma samples using RayBiotech kits and in accordance with
the manufacturer's instructions. The experimental study included
300 explants of sensory ganglia of 10-12-day chicken embryos
cultured in Petri dishes on collagen substrates in a CO, incubator
(Sanyo, Japan) for 3 days at 36.5 °C and 5% CO,. In order to clarify
the biochemical mechanisms involved in pathological cascades
in patients with hereditary neuromuscular diseases, a test system
was developed that included a sequential analysis of the patient's
blood plasma in an organotypic tissue culture at a dilution of 1: 70,
followed by an addition of reagents to the medium: synthetic nerve
growth factor (NGF) (100 pg/ml). Explant cultivation was carried out
according to the method developed at Institute for Physiology n.a.
I.P. Pavlov (Saint Petersburg, Russia). Visualization of the objects
was made using Axiostar Plus microscope (Carl Zeiss, Germany).
The resulting images were analyzed with the help of ImageJ soft-
ware. A morphometric method was used to quantify the growth
of explants. The area index (Al) was calculated as the ratio of the
area of the explant growth zone to the initial area. Al reference
value was 100%. Results. Brain Growth Factor concentration was
at the highest level in patients with progressive amyotrophy, while
in patients with progressive myodystrophy, the blood concentra-
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HuXe HopMbl. KoHueHTpauusa PPH umeAa HanboAbLLME 3HQYEHHS B rpynne
60ABHBIX NPOrPEeCcCHPYIOLLMMU AMHUOTPOHUAMM. TAa3Ma KPOBH GOAbHBIX
nporpeccUpyioLMM1 AMHOTPOGOHIMMU AO303ABMCMMO MHIMOUPYeT pocT
HENPUTOB CMIUMHAAbHbIX TAHFAMEB, A MTAA3MA KPOBU GOAbHBIX MMOAMCTPOCHH-
AMMU UMEET HEHPUT-O0CAQBAEHHOE BAUSHME HA POCT HEHPUTOB. BBeaseHne
cuHteTnyeckoro PPH (100 nr/mMA) B OpraHOTUNMYECKYHO KYAbTYPY TKAHM,
COAEPXXALLYIO NAA3MY KPOBU GOAbHbIX MHOAUCTPOGOHAMM, YBEAUHUBAAO
3HaYyeHue uHAEKca naow,aamn Ha 114,0 [111,0; 116,0]%; B 3KCNAQHTATAX,
COAEPXALUUX MAA3MY KPOBH GOAbHBIX MPOrPeCcCUPYIOLLMMHK AMHOTPOHHU-
AMM, YCUAEHHE POCTA HEHPUTOB He HabBAloAaAoch, UIM = 80,0 [74,5; 83,0]%.
3akaoyeHme. MoAy4eHHbIe AQHHbIE CBUAETEABCTBYIOT 06 0COB6EHHOCTAX
HeHpOTPOOUYECKOI PEryAiLMn Y GOAbHbIX HACAEACTBEHHbIMU MbILLIEY-
HbIMM ATPOCOUAMMU M MbILLIEHHBIMU AUCTPOCOHUAMM, KOTOPbIE HEOBXOAMMO
Y4UTbIBATH NPU NPOBEAEHMN CUMNTOMATHUYECKOrO A€4EHHS, HaNPABAEHHO-
ro Ha CTUMYAMPOBAHME PENAPATHBHbIX MPOLLECCOB B HEPBHOM TKAHH. BOAb-
HbIM C HEHPUT-OCAABAEHHBIM AEHCTBMEM NAU3MbI KPOBU PEKOMEHAOBAHO
NPOBOANTb TEPANUIO HEHPONPOTEKTUBHBIMM NPENAPATAMY, Y GOAbHbIX
C HEHPUT-UHIMBUPYIOLLMM 3cDhEKTOM HQ HEMPHUTbI B OPraAHOTUNNYECKOMH
KYAbTYp€e HepBHOM TKaHN PEKOMEHAOBAHO MPOBOAMTbL MOAGOP Npenapata
B YCAOBMSAX N Vitro MHAMBUAYTABHO yTEM PAPMAKOAOTNYECKOro AHAAM3A.

KAtoueBbie CAOBQ: CIMHAABHAS MbILLEYHAN ATPOCHUS, MbILLEYHAS AUCTPO-
¢pusa AoLLIeHHA, OPraHOTMNMYECKAsA KYAbTYPd, CbIBOPOTKA KPOBM, PEMH-
HepBaAUMS, HEHPUT-UHIMBUPYIOLLMIA 3PP EKT, HEHPOTPOCHUHbI, AeHEHHE.

tion of this factor was at a level comparable to the control data, and in
some patients the concentration of Brain Growth Factor was lower than
normal. NGF concentration showed the highest values in the group of
patients with progressive amyotrophies. Blood plasma of patients with
progressive amyotrophy dose dependently inhibits the growth of neurites
of the spinal ganglia, and blood plasma of patients with myodystrophy
has a neurite-weakening effect on the growth of neurites. Infroduction
of synthetic NGF (100 pg/ml) to organotypic tissue culture containing
blood plasma of patients with myodystrophy increased the area index
value of 114.0 [111.0; 116.0]%; in explants containing blood plasma of
patients with progressive amyotrophy, increased growth of neurites was
not observed Al = 80.0 [74.5; 83.0]%. Conclusion. The data obtained
are indicative of features of neurotrophic regulation in patients with
hereditary muscular atrophy and muscular dystrophy, which should be
taken into account when conducting symptomatic treatment aimed at
stimulating reparative processes in the nervous tissue. We recommend
patients with the neurite-weakening effect of blood plasma to have neu-
roprotective drugs therapy, and in case of patients with neuritis-inhibiting
effect on neurites in organotypic culture of nervous tissue we recommend
choosing a drug in vitro individually using pharmacological analysis.

Key words: spinal muscle atrophy, Duchenne muscular dystrophy, rein-
nervation process, blood serum, organotypic culture, neurite-inhibitory
effect, neurotrophins, treatment.

BBenenne

HacnenctBeHHBIC HEPBHO-MEBITIICY-
HbIC 0OJIC3HH — TPYIIA TCHETUICCKUX
3a00JIeBaHUIl, XapaKTCPU3YIONIIXCS Ha-
4aJioM OOJIE3HHU B OOJBIIMHCTBE CIIY-
YaeB B JICTCKOM BO3pacTe, UMCIOIITUX
HEYKJIOHHO IPOTrPECCHPYIOIIEE Teue-
HUE MaTOJIOTHYEeCKOTO IpoIecca, mpu-
BOJSIICE K OBICTPOI MHBATUIU3AINH
OOJIBHBIX U OTIMYAIOIICCCS BHICOKOU
JIeTalbHOCTHIO B Bo3pacte 1820 ner [1].
K naunbonee pacrpocTpaHeHHBIM (op-
MaM HAacJICCTBCHHBIX HEPBHO-MBIIICY-
HBIX 0OJIE3HEH HEPBHOM CHCTEMBI OTHO-
CATCS IPOTPECCUPYIOIINEC aMHOTPOhUU
(crimHaNmBHAS MBITICUHAS aTpodus U Ha-
CJICICTBEHHAs] MOTOPHAS U CEHCOpHAs
HEBPOTATHS) U MPOTPECCUPYIOIIHE
MHOAUCTPO(UHN (MBIICYHAS TUCTPOPHS
Hromenna). /1o HacTOSIIEro BpeMEHU
9TH 3a00JICBAHUS SBIISIOTCS HEU3JICUH-
MBIMH, & IPUMCHCHUE TPAIUIIHOHHBIX
MTOAXO/IOB, HAIIPABJICHHBIX HA YCHJICHUC
penapaTuBHBIX U MPOTEKTHUBHBIX MPO-
LIECCOB B HCPBHOM TKaHH, K COXKAJICHUIO,
HE MMECT HAyYHOTO 000CHOBaHHS. DTH
3a00JICBaHUS BO3HUKAIOT BCJICICTBUC
Pa3IMYHBIX MYTaIUi, HO KIUHUYC-
CKHM TIPOSIBJIICHHEM SIBJISICTCS KapTHHA
MHOIATHYECKOro cuHapoMa. [1o Hamemy
MHEHHIO, THOEITh OONBIION TOMYIISAIIUH
KJIETOK y JIeTel ¢ JaHHBIMH 3a00JIeBa-
HUSIMH W3-32 TEHETHYCCKUX Ie()ECKTOB
co3macT crnenuuIecKyo BHyTPUOP-
TaHHYIO CPEIy BCIICICTBHE aKTHBAIIH
AHTHAMIONITOTHYCCKUX PETYIUPYIOIIUX
MIETITUIIOB, K KOTOPBIM TaKXKe OTHOCSTCS
Helporpoduueckue daxropsl [2, 3]. Otn
0COOCHHOCTH, 0€3yCIIOBHO, HEOOXOIMMO
YYHUTBIBATH IPH JICUCHUH HACIICACTBCH-

HBIX HEPBHO-MBIIIICYHBIX 3200ICBaHUI.
OLEHUTh COCTOSIHUE BHYTPUOPIaHHON
Cpellbl U AaTh PEKOMEHIAUU JUIsl 1ajlb-
HEWIIEro JIeYEeHUs MO3BOJISIIOT UCTIOIb-
30BaHHE TECT-CHCTEMBI, Pa3pabOTaHHOM
Ha OCHOBE OPraHOTUIIMYECKON KYJIBTYphl
HEPBHOW TKaHHU.

Iesan ncciienoBaHus: U3y4UTh COCTOS-
HHE BHYTPHOPTaHHOH Cpelbl y OONBHBIX
HACJIEZICTBEHHBIMU MBIIIICUHBIMU aTPO-
(UMM ¥ MBIIEYHBIMH TUCTPOPHUIMHU
HCIOJIb3ysl TECTUPOBAHNE B OPTaHOTH-
MUYECKON cpeie HEpBHOW TKaHU IS
000CHOBaHMS Ha3HAYCHUSI CHMIITOMA-
TUUYECKON HEHPOIIPOTEKTUBHON TEPAIIHH.

MarepuaJbl U MeTOAbI

Bruto o6cnenosano 90 00abHBIX Ha-
CJIC/ICTBEHHBIMH HEPBHO-MbIIIEYHBIMU
3a00JIeBaHHUSAMH (CIIMHAIBHBIC MbIIICY-
HBbIe arpoduu 1-ro, 2-ro u 3-ro Tuna [n =
30], mprueynas auctpodus Jomenna
[# = 60]); rpymma kouTpONsI — 30 370-
POBBIX 4eNIOBEK. [n Vitro — HKCIIaHTA-
ThI CEHCOpHBIX ranmues 10—-12-cyrou-
HBIX KypHHBIX 3MOpHOHOB. [IpoBeneHo
KOMIUIEKCHOE KIIMHUKO-TTaboparopHoe
U SKCHEPHUMEHTAIbHOE UCCIEI0BaHUE.
Konnenrpaunu HelpoTpodruueckux
¢axropos (PPI'M, ®PH, ITHT®) ompe-
JEISAIM UMMYHO(EPMEHTHBIM METOIOM
B 00pasIax 1ia3Mbl KpOBU C UCIIOJB30-
BaHueM HabopoB ¢upmel RayBiotech
U B COOTBETCTBUU C MHCTPYKLUSIMU
MPOU3BOJUTENS.

OKCIepUMEHTAIIBHOE UCCIIEI0BAaHNE
IIpOBEACHO B J1aboparopuu Bo3Oymu-
MBIX MeMOpan MHcTuTyTa dhrznonornu
um. W.11. TTaBnosa PAH. IIpumensnucs

METOJMKH KyJbTUBUPOBAHUS HEPBHOU
TKaHH, METO/IbI MOP(HOMETPHUECKOTO,
UMMYHOXHUMHUYECKOTO U FTUCTOIOrHYe-
CKOT0 MccieioBaHu. J{jis uccnenoBanus
HEHPOTPOPUICCKUX CBOWCTB TLIA3MBI
KPOBH Yy OOJIbHBIX IPOU3BOAMIN 3a00p
5 MJI BEHO3HOH KPOBH HATOILAK B yTPEH-
Hue 4dackl. LenTpudyruposanm, orae-
JIMBIIYIOCS IUIa3My KPOBH IepeMeliain
B 3MIEHAOP(]BI ¥ 3aMOPAKUBAIIH IIPH TEM-
neparype —80 °C. BausHue mia3msl Kpo-
BU OOJIBHBIX HA POCT HEHPHUTOB CIIMHAIb-
HBIX TaHIJIMEB OLICHUBAIH C TIOMOIIBIO
METO/1a OPTaHOTUITMYECKOH KYJIBTYPHI
TKaHU. B kauecTBe SKCIIepIMEHTaNbHON
MOJEJIM UCIIOJIb30BaInuCh 10—12-n1HeB-
HBIE KypHHBIE SMOPHUOHBI, N3 KOTOPBIX
BBIJICIISUTM CHUHHOMO3TOBBIE TaHTJIHH
Ha yPOBHE MOSICHUYHO-KPECTI[OBOTO OT-
nena no3BonoyHuka (L5—S 1). Crimnans-
HbIE TaHIJIMN (IKCTUIAHTATHI) TOMEIIAITH
Ha JtHO "arky [letpu, moKpbITOH KoJta-
reHoBol meHkol. Kaxxnas vamka Ietpu
cozepxaia no 20-25 skcrianraroB. st
MPUKPETJICHUS 9KCIUIAHTAaTOB K KOJLIa-
TCHOBOM ITOJUIO’KKE 3aKPBITHIE YaIIKH
[Nerpu noMenianu B TepMOCTAT IPU TEM-
neparype 36,8 °C na 10 munyT, 3aTeM
J00aBIsIIM TUTaTENbHYIO0 cpeny. [pu
KYJIETHBUPOBAHNH HCTIONB30BAJIN CPe/Ibl
¢ pH 7.4 cnenytomiero cocrana: 40 % —
pactBop Xenkca; 40 % — cpena HUrna;
15 % — cpIBOpOTKa SMOpHOHANIBHAS TEIS-
upst HyClone 11t KynsTyp Ki1eTok; 5 % —
KyPHHBIH SMOpHOHAJIBHBIN 9KCTPaKT;
¢ no6asnenneM rmoko3sl (0,6 %), nH-
cyauna (0,5 ex./mi), rearamunysa (100
ex./mi), nmoramuHa (0,35 %). Kypunsiid
SMOpPHOHANBHBIA SKCTPAKT TOTOBHIIN
n3 10—12-gHEeBHBIX KYpUHBIX SMOpH-
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OHOB. JlanbHeliIee KyJIbTHBUPOBAaHHE
9KCIUIAHTATOB CIIMHAJIBHBIX FaHIJINEB
ocymiectisiiu nipu 37 °C u 5% CO,
B Tevenue 3 cytok B CO,-uHKybaTope
(Sanyo, SAnonus). Ins yrounenus 6uo-
XUMHYECKUX MEXaHU3MOB, Y4acTBYIO-
[IMX B MaTOJIOTHYECKUX KacKaJax Ipu
HACJIEZICTBEHHBIX HEPBHO-MBIIICYHBIX
3aboseBaHuAX, Obl1a pa3paboTana
TeCT-CHCTEeMa, KOTopasi BKIIo4aja 1o-
clIe1oBaTeIbHOE U3YUYCHHE TUIa3Mbl
KpPOBHU OOJILHOTO B OPTaHOTHITUYECKOM
KyJnbType TKaHU B pa3BeneHuu 1 : 70
C IOCJIEAYIOUINM 00aBICHUEM B CPEY
peareHTOB — CHHTETHYECKOro (hakTopa
pocra HepBa (OPH) (100 nir/m).

Jnist n3ydenust ia3mMel KpOBU OOJIb-
HOTO ¥ JJaJIbHemero apMaxosoriuye-
CKOI'0 aHaJIM3a UCIoIb30BaIu 1o 25-30
9KCIUIAHTATOB Ha OJHY HCCIIEAYEMYIO
KOHIIEHTPALHMIO C YYETOM TOT'O, YTO JKC-
TIEPUMEHTAIBHOE HCCIIEI0BaHUE COCTOS-
110 u3 10 3Tanos, cpeaHee YUCIO SKCILIAH-
TaTOB Ha OHOT'O OOJIEHOTO COCTAaBHJIIO
250-300 mtyk. Takoe >ke KOJIHMYECTBO
9KCIIAHTATOB OBLIO MCCIIETOBAHO MPU
W3Y4EHMH IUTa3Mbl KPOBH 3/I0POBBIX JIFO-
Jied U3 KOHTPOJIbHOM TPYIIIBL.

Jlis monmyuyeHus NpH>KU3HEHHON MH-
(bopmarmm 0 COCTOSTHUH KIIETOK, (hOpMHU-
PYIOLIMX 30HY POCTa SKCILIAHTATOB CIIH-
HaJIBHBIX FAHIVIMEB M TKaHU CepLa, hc-
T10JTb30BAJIM arlapaTHO-POrPaMMHBII
KOMIJIEKC JUIsl BU3yaJn3alun, 00pador-
K1 ¥ aHaim3a nzodpakenuid ZEN 2009
n ZEN 2014 na3epHOro CKaHHPYIOLIETO
mukpockona LSM-710 (Carl Zeiss, I'ep-
MaHus). MUKPOCKOIIMYECKHE UCCIe0-
BaHMS BBINOJHSIINCH Ha 000PYIOBAaHUT
LleHTpa KOJUIEKTUBHOTO ITOJIb30BaHUS
«Kondoxanpnast Mukpockomnus» NUuctu-
tyta pusmonorun um. U.I1. [TaBioa
PAH. J{nsa Bu3yanuzanun oObEKTOB HC-
10JIb30BaJIM MUKpOcKon Axiostar Plus
(Carl Zeiss, I'epmanust) cormacHo MeTo-
JIMIKE YIBTPaMHUKPOCKOITUH )KUBBIX 00b-
ekxToB [4]. [TonmydeHHbIe H300paskeHNs
AHAJIM3MPOBAJIM C TIOMOLIBIO IPOTPAMMBI
Image]. TTony4enHble n300paxeHus aHa-
JIM3UPOBAJIH C TOMOILBIO ITPOrPaMMBI
ImageJ. Cratuctuueckuil ananus3 ocy-
LIECTBIBUICS C MCIOJIb30BaHUEM ITaKeTa
Statistica 8.0 (StatSoft, CILIA).

PesynbTarnl ncciiefoBaHusA
HccnenoBanus mo3Bosmim oOHapy-

JKHUTHh 0COOCHHOCTH HEHPOTPOhHIECKON

peryisunu y O0JIbHBIX C HaceICTBEH-

HBIMHM HEPBHO-MBIIICYHEIMH 3200J1e-
BaHUSIMHU, KOTOPblE UMEIOT BaXKHOE
3HAUYE€HUE JJIsI IPOBEICHUSI CUMIITO-
MaTu4deckoil Tepanuu. KonnenTpanus
®PI'M nmena HauOOIbIITNE 3HAYCHHS
y OOJBHBIX TPOTPECCUPYIOMUMHU aMU-
0TpOoUsIMH, B TO BPEMs KaK y OOIBHBIX
MIPOTPECCUPYIOMUMH MAOTUCTPODH-
SIMU COZIEpXKaHUE B KPOBHU ATOTO (hak-
TOpa OBUIO Ha YPOBHE, COMTOCTABIMOM
C KOHTPOJIbHBIMU JJAHHBIMH, IIPHIEM
y 9acTu OONBHBIX KoHIeHTparms ODPTM
Obu1a HUXKE HOpMEL. KoHIleHTpamus
®PH nmena HauOoOJbIINE 3HAYCHUS
B rpynine OOJIEHBIX TPOTPECCUPYIOIH-
MU aMHOTpOdusIMU. 3HAYCHUE WH]ICK-
ca IJIONIAU MPHU U3YUYCHUH TIIIa3Mbl
KpPOBH OOJIBHBIX MPOTPECCUPYIOIIMMHE
amuoTrpodusiMu B pazBenenuu 1:70
OBLIO HIKE KOHTPOJBHBIX 3HAYCHUHN
B cpenHeM Ha 25 % u coctaBuio 75,5 +
7,4 %, OBUIO BBISBICHO JOCTOBEPHOE
HEHPHUT-UHTUOUPYIOIIee ASHCTBUE TIIa3-
MBI KpoBH (p < 0,001). Muaeke momma
B OKCIUIAHTATaX, COACPKAIUX IIa3-
My KPOBH OOJIEHBIX MHOJUCTpPOGUEH,
umel 3Hauenue 105,0 [102,0; 108,0]%,
YTO OBLJIO MEHBIIIE 3HAYECHUN HHIEKCa
IJIOIIAIN B KOHTPOJBHEIX IKCILIAHTA-
tax — 114,0 [113,0; 115,0]. B pa3Be-
neann 1:100 mra3Mel KpoBH OOJIBHBIX
MIPOTPECCUPYIOMIMMH aMHOTPOQUIMHE
B OPraHOTHIIUYCCKON KYJIbTYpE TKaHH
OBLT OTMECUYCH POCT HEUPHUTOB, 3HAYCHHUS
HHJeKca miomanu cocrapisan 102,0
[100,0; 105,0]%. Pe3ynbraTsl olieHKH
UII B uiccnenyeMbIX pa3BeICHUSAX ObUTH
MPOAHAIM3UPOBAHBI C UCITOJIb30BAHU-
€M JucnepcHuoHHOro ananusa. [lomy-
YEHO, 9TO (haKTOP pa3BeICHUS ILIa3MbI
KPOBH CTaTUCTHYECKU BECOMO BIIUSIET
(kpurtepuit Kpackena— Yomnuca H =
53,6; p <0,001) na 3mauenue UII, pe-
ructpupyemoe B onbite. MccnenoBanus
MTOKAa3ali, YTO IIa3Ma KPOBU OOIBHBIX
MIPOTPECCUPYIOMIMMH aMHOTPOQUIMHE
JT0303aBHCHMO WHTHOHUPYET POCT HEW-
PUTOB CITUHATHHBIX TAHTIIUECB, A IUIA3-
Ma KPOBH OOJBHBIX MUOJUCTPOPHUSIMHU
MMeeT HEeHPHUT-0CIa0ICHHOE BIUSHUC
Ha poCT Helputos. B cepun sxcnepu-
MEHTOB B YCJIOBUSIX OPTraHOTUIINYECKOTO
KyJIBTHBHPOBAHHS CIIMHABHBIX TAHTIIH-
eB 10—12-1HEeBHBIX KypHHBIX SMOPHOHOB
B IIPHUCYTCTBUH ILTa3MbI KPOBH OOJIBHBIX
C HACJICICTBCHHBIMUA HEPBHO-MBIIIICYHbI-
MU 3200JICBaHUSAME OBLIO YCTAHOBIICHO,
YTO BBEJICHUE CHHTETUYECKOTO (hakTopa

pocTa HepBa CTUMYJIMPYET POCT HEHpH-
TOB B 00pasiax, coiepKalinx Iiasmy
KPOBH OOJIBHBIX MBIIIEYHOH quCcTpodu-
eit J[rollIeHHa ¥ UMEET NPOTUBOIOIOXK-
HOE JIeHiCTBHE Ha 00PAa3Ibl, COICPIKAIINC
I1a3My KpOBH OOJIBHBIX CIMHAJIEHOM
MBIIIEYHOH aTtpodueil, To ecTh mIa3ma
KPOBH UMEET HEHPUT-UHTHONpyIoIee
neiicTBre. BBeieHre CHHTETHYECKOTO
@PH (100 ir/mit) B OpraHOTUIINYECKYTO
KyJIBTYpY TKaHH, COAEPIKALIYIO II1a3My
KpOBH OOJILHBIX MUOIUCTPODUSIMH, yBe-
JIMYMBAIIO 3HAYEHNE MHACKCA TUIOIa 1 —
114,0 [111,0; 116,0]%; B skcruiaHTarax,
COZIEpIKALINX IUIa3My KPOBH OOJBHBIX
MIPOTPECCUPYIOIIMMHU aMHOTPODUsIMHY,
yCUIJICHHE POCTa HEWPUTOB He HaOIIona-
nocek — UIT = 80,0 [74,5; 83,0]%. Cra-
THUCTHYECKOE HCCIIEJOBAHNE BBISBHIIO
KOPPEJSIIMOHHYIO CBSI3b MEXTY YPOBHEM
KOHIIeHTpauuu Heiporpodunos (PPH
n ®PI'M) u BIMsSHUEM IIIa3MBI KPOBH
Ha pocT Helputos (p < 0,001).

Oocy:xaenune

Pe3ynbTarhl KIMHUKO-1A00PaTOPHOTO
U DKCIIEPUMEHTAIBHOTO HCCIIEA0BaHUN
BBISIBUJIM ITApal0KCANIbHBIE JJAHHBIE, KO-
TOpBIC YKA3bIBAIOT HA 0COOEHHOCTH HEH-
poTpoduuecKoll peryssinuy y OONbHBIX
HACJIEJICTBEHHBIMU HEPBHO-MBIIIEUHBIMU
3aboneBanusiMu. Tak, pu J0OaBIEHUN
B OPraHOTUIINYECKYIO KyIbTYpy TKaHU
TUIA3MBI KPOBH UCCIIEIYEMBIX OOJIBHBIX
OBLIO BBISBIEHO, YTO CBIBOPOTKA KPOBH
OOJIBHBIX C IOpaKeHHEM Nepudepuye-
CKOT'O JIBUTaTeJIbHOTO HEHpOHA UMeeT
JI0303aBUCHMOE HEHpUT-HHIHOUpYIoliee
neiicteue. [Ipu pa3BeieHUN CBIBOPOTKI
kpoBH 1:70 B HcclieqyeMBbIX SKCIJIaH-
TaTax 0TMEYaIOCh JOCTOBEPHOE CHU-
KEHHE UHJEKCa MIO0Lald CEHCOPHOTO
TaHDIMS B CPABHEHHUH C KOHTPOJIBHOU
rpynnoi. Ilpu gansHelinem pa3sene-
HUHM CBIBOPOTKH KpoBH 1:100 otmeuanu
yBEIMYEHHE UHJIEKCA IO SKCILIaH-
tara. B skcriepuMeHTanbHBIX 00pa3nax
OOJIBHBIX C TIEPBUYHBIM MBIIIEYHBIM O~
pa’keHUEeM 3Ha4€HHsI HHJEKCa IUIOMaIu
OBUIM COIIOCTaBUMBI C HOPMOH. bbuta
BBIIBJICHA CUJIbHAS KOPPEJSILIUOHHAS
CBSI3b MEXKAY (aKTOM MHTHOUPOBaHUS
pocTa HEPUTOB B OPraHOTUIINYECKOM
KyJbType TKaHU U KoHueHTpanueil OPH,
®OPI'M u THT® B chIBOPOTKE KPOBU
OOJIBHBIX C TOpaKeHHEM Nepudepuye-
CKOr0 JIBUraTesbHOro HeiipoHa. Komu-
YeCTBEHHAas OLEHKA JIMHEHHOH CBA3U
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TIO0Ka3aja HaJJu4Iue CTaTUCTUYECKH 3Ha-
yumoii (p = 0,014) cunbHol oOpaTHON
(xoadpduunent xoppensuun [Iupcona
r=-0,62) cBa3u. Ilo HalmeMy MHEHHUIO,
rapajoKcalbHBIH XapakTep JaHHOTO
SIBIICHHSI CBSI3aH C YPE3BHIUAIHO BBICO-
kumu KoHueHTpauusimMu HT® B kpoBu
y OOJIBHBIX CIIMHAJBHOW MBIIICYHON
arpodueii 1-ro, 2-ro u 3-ro Tuna [5].
Bo03M0XHO, 4TO UHTHOHUPYIOIIHUE JCH-
CTBHUE CBIBOPOTKH OOJBHEIX in Vitro
CBSI3aHO C aKTUBAIMEN KaK BHICOKOA(-
¢unnoTO penentopa Trk-A, tak u Trk-B,
yepe3 KoTopble B3aumoneictsyer ©®PI'M
n Trk-C, ¢ KOTOpBIM B3aMMOJICHCTBYET
Heriporpopun LIHT®. Takum o6pazom
MOYXHO TIPE/IOJI0KNUTh, YTO B MHTHOU-
pyrowmuii 3¢ ekt pocra HEHPUTOB CEH-
COpHBIX TaHIJIMEB CBOM BKJIAJ BHOCST
pasnuuHblie HeiipoTpoduusl (PPT'M,
OPH, LIHT®). Bcnencraue noBbIIeH-
HoM koHLeHTpauuu HT®, Bo3amMoxHO,
MIPOUCXOIUT MBIINIIHSS CTUMYJISIIHS
THUPO3WHKHHA3HBIX PELENTOPOB U Ha-
pyLIaeTcst HopMajbHasi paboTa CHCTEMBI
«HEHPOTPOHH — PELENTOp — JIUTaH .
MoskeT, OHHOBpEMEHHOE U (HITH) TIepe-
kpectHoe B3aumMozeiicteue ®PI'M, ®PH
u [THT® c HECKONBKUMU TUIIAMU pPe-
LENTOPOB B Takol komOuHarmu — Trk-A,
Trk-B, Trk-C npuBoanT k nHrnOupoBa-
HHUIO pocTa Heiiputos. [Toatomy ©®PH
u O®PI'M oka3bIBatOT IPOTUBOIOIOKHOE
JieicTBUE Ha POCT aKCOHA, HHIHOUPYs
ero. 9To NOJ0KEHHUE MOITBEPIKIAI0T
U psag paboT 10 U3YUYEHUIO pEMHHEpBa-
WU Y OOJNBHBIX C HEPBHO-MBIIIEYHOM
narosiorueit [6, 7]. U3BectHO, uTo HT®
MOTYT BXOAMTBH B KOHTAKT KaK C TUPO-
3MHKHHA3HbIMH peuentopamu (Trk-A,
Trk-B, Trk-C), Tak u ¢ perentopom
p75 [8, 9]. IlyTem B3auMoaeiicTBUS
¢ p75NTR-penenropom HelipoTpodu-
HBI MOTYT UHIYIIMPOBATh arorTo3, Bce
oCTaJIbHbIE (YHKIUH OCYILECTBISIOTCS
ITyTeM B3aHMOJICHCTBHS C TUPO3UHKU-
Ha3zHbeIMU peuentopamu [10]. Umes
nH(pOpMaIHIo, Yepe3 Kakol perenTop-
HBIH IYTh 3aIyCKaeTcsl MPOIecc HHIHU-
OupoBaHMs HEHPUTOB CIIMHHOMO3TOBBIX
TaHIJIMEB, MOKHO TOHSTH BHYTPHHEH-
POHHBIE OMOMOJICKYIISIPHBIE TIPOLIECCHI
JIaHHOTO sBieHus1. OHAKO JOKa3aHo,
YTO HEWPOHBI CIIMHAJIBLHBIX FaHIIMEB
10—12-1HEBHBIX KypHUHBIX SMOPHOHOB

AAs uuTpoBaHua: Cokorosa M.T., AonatuHa E.B., Ao63unH C.B., FfaBpuyeHko A.B.,
3yes A.A., PomHa O.C. BUOTEXHOAOTMHECKMI MOAXOA AAS OBOCHOBAHMA Andodbe-
PEHLMPOBAHHOTO NPUMEHEHMS HEMPONPOTEKTUBHOM TEPANKM Y BOAbHBIX HOCAEA-
CTBEHHbIMM HEPBHO-MbILLIEYHBIMM 3ADOAEBAHUIMM. MEANLIMHCKUIA aAdDaBMT. 2020;

9KCIIPECCUPYIOT MAKCHUMAJIbHBIH YPOBEHb
BBICOKOA(Q(QUHHBIX THPO3UHKMHA3HBIX
peuentopos [11]. IToatomy ®PH, ®PT'M
u [THT® moryT ocymiecTBIsSTh KOHTAKT
JIUTaH/I TIOJIMIIETITHIOB C THPO3UHKHU-
Ha3HbIMHK penentopamu (Trk-A, Trk-B,
Trk-C). CnenoBaTenbHO, K COXKAJICHUIO,
yCcHJIeHHE HEeUPOTpOPHUUIECKOH peryis-
1uu y OOJIBHBIX C MTOPaXXCHUEM IepH-
(hepuueckoro JBUraTeIbHOIO HEHPOHA
(ciMHaANIBHBIE MBIIICYHBIE aTPODOHHI
1-ro, 2-ro u 3-ro THIIa) HE MPUBOIUT
K yJIyYIICHUIO COCTOSIHUS OOJIBHBIX,
a CrocoOCTBYeT AalbHEHIIeMy pa3BH-
THIO 3200JICBAaHUS U CO3aeT BHYTPHU-
OpraHHbIe YCJIOBHS JUIS MOAJICPKAHUS
porpeccupoBanusi 00Je3HU. 3aMbIKa-
€Tcsl IOPOYHBIH KPYT, KOT1a MEXaHU3MBI,
HaIlpaBJICHHBIC Ha YIy4llICHUE KU3HEe-
CIOCOOHOCTH HEPBHOM TKaHH, ITPUBO-
JIT K THOENIN ¥ HECOCTOSTEILHOCTH
HEHPOHOB U3-3a MMOBHIMICHHOW KOHIIEH-
TpalMM PETYISTOPHBIX OEJIKOB. DTH
JIaHHBIE TIOATBEPKAAIOT M PE3YIILTATHI
HEHpPO(U3HOIOTHUECKOTO HCCIIeI0Ba-
HHS1, KOTOPBIE YKa3bIBalOT Ha OTCYTCTBHE
JIOCTOBEPHBIX PEMHHEPBAIIMOHHBIX T10-
TEHIIMAJIOB y OOJIBHBIX C ITOPAKEHHEM
nepugepuieckoro Heiipona. JTo 10-
3BOJIMJIO IIPEIIONIOKUTD, YTO Y TAHHBIX
MaMeHTOB MPOLecC PEHHHEPBANHI
(DYHKILIMOHUPYET HEAOCTATOYHO aKTHBHO,
YTO B OIPE/ICNIEHHOI Mepe CIIocOOCTBYET
IIPOrPECCUPOBaHMUIO 3a00I€BaHHSI.

BuiBoabI

Hcnonb30Banue COBpEMEHHBIX OHO-
TEXHOJIOTUH — UMMYHO(EpPMEHTHOTO
METO/a JUIsl OTpeeeHus OuoIornye-
CKH aKTHBHBIX CyOCTaHIMH U MeToxa
OpPraHOTUIIHYECKOTO KYJIbTUBUPOBA-
HUS — N103BOJISIET YTOUHUTh NAaTOTE€HE3
HACJEICTBEHHBIX HEPBHO-MBIIIEYHBIX
3a00JI€BaHMH M ONPENEIUTDH HAIPaB-
JIEHUE MPOBEIEHUS TePareBTUYECKIX
noaxojoB. Brnepssle 3apeructpupo-
BAaHO MOBBIIIEHHOE COAEPKAHUE HEH-
porpo¢unoB ®PH n ®PI'M B miazme
KpPOBH y OOJIBHBIX C IIOPaXEHUEM JIBU-
raTeJIbHOr0 HEBPOHA CO CIIUHAIBHOU
MBIIIEYHON aTpoduell 1 CHUIKEHHE
@®PI'M y GONBHBIX C TOPAKEHUEM MBI-
HIEYHON CUCTEMBI C MBIILIEUHON JUCTPO-
¢ueii {romenna. [lomydeHHbIC TaHHBIC
CBUJECTEIBCTBYIOT 00 0COOCHHOCTSX

(22): 48-51. https://doi.org/10.33667/2078-5631-2020-22-48-51

HEeWpOTpOHUECKON PETYISINT Y O0ITb-
HBIX HACJEICTBEHHBIMH MBIIICYHBIMHU
aTpo(UsIMU ¥ MBIIICYHBIMH AUCTPODU-
SIMH, KOTOpbIe HEOOXOTMMO YUNTHIBATH
IIPY TIIPOBEACHUH CUMIITOMaTHY€CKOTO
JIeYeHUs, HAlPaBJICHHOTO Ha CTUMY-
JMPOBaHUE PENapaTHUBHBIX IPOLIECCOB
B HEpBHOU TKaHU. BonbHBIM ¢ HElpUT-
0CJa0JICHHBIM JICHCTBHEM TUIA3MBI KPO-
BH PEKOMEH/IOBAaHO IPOBOJIUTH TEPAITHIO
HEHPONPOTEKTUBHBIMH IIpenapaTaMu,
y OOJIBHBIX ¢ HEHPUT-UHIHONPYIOIINM
¢ dpexToM Ha HEHPUTHI B OPTaHOTH-
MUYECKOW KyJIbTYpe HEpPBHOM TKaHH
PEKOMEHJI0BaHO MPOBOAUTH ITOA00P
npenapara B yCJIOBUSAX in Vitro UHAU-
BHUIyaJbHO IyTeM (papMaKoIornieckoro
aHaJm3a.
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