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Annotation: The article presents the results of complex clinical-laboratory study of 12
patients with 11 type spinal muscular atrophy (SMA). Features of neurotrophins’ changes
were identified: concentration of nerve growth factor in blood serum of patients with 2 types
SMA was significantly higher than in control group. The assumption is made that the
overexpression of NGF is associated with the activity of compensatory-adaptive reactions
aimed at the partial restoration of lost motor function in patients with SMA type 2. The
identified features of neurotrophic regulation in patients with 2 type SMA should be taken into
account at their treatment.

Beenenne

Bone3np uyenoBeka Helb3s paccMaTpuBaTh B OTPbIBE OT OOIIMX (PU3HOJIOTMYECKHX
MPUHIUIOB (PYHKIIMOHUPOBAHMS )KUBOTO OpraHu3Ma. HezaBucMMO OT maTojoruu y 00JIbHOTO
COXpAHSIIOTCA BCE MEXaHU3MbI, HallpaBJICHHbIE HA COXpAaHEHHE BMJA, U, 0€3yCIOBHO, 3TO
KacaeTcs U HepoTpodpuueckoil peryssiuuu. Ceifuac M3BECTHO HECKOJIBKO JIECATKOB POCTOBBIX
(bakTOpOB, KOTOpBIE BIUSAIOT Ha pa3BUTHE, IUPPEPEHUUPOBKY U IKHUIHEAEATEILHOCTD
HepBHOW TKaHW. HelpoTpoduHbl CHHTE3UPYIOTCS KJIETKAMU-MHUILEHSMH, aKTHBH3UPYIOT
NPOILIECCHl B HEMpOHE Yepe3 o0mre penenTopbl (THPO3WHKUHA3HBIE PEIENTOPEI), 3aIyCKAIOT
BHYTPUKJIETOYHbIE KAaCKaJbl, MPUBOJAIINE K TPAHCKPUIIUU OEIKOB, MHULUMUPYS HPOIECCHI
pocTta, muddepeHIMpPOBKH U BETBICHUS akcoHa. (3). AKTHBHOE M3y4eHHE HEHPOTPO(PHHOB
y OonbHBIX ¢ pasnuuyHoi mnatojoruei [[HC mokasano, yTo KOHLEHTpamus OTAEIbHBIX
POCTOBBIX MENTUAOB ACUCTBUTEIHHO MEHSETCS B 3aBUCHMOCTH OT CTaJUM 3a00JICBaHHUA U
Ho3ojoruu. Tak, npu Oone3HH AublLreldMepa Ha paHHEH CTaguM OTMEUYEHO YBEIMYCHHE
KOHIICHTpauu (¢aktopa pocra ronoBHoro wmo3ra (OPI'M), a Ipyu  JaJbHEUIIEM
IPOTrpecCUpOBaHUM 3a00JI€EBaHUSI UMEET MECTO CHIKeHHe KoHueHTpauuu ®PI'M B kpoBu
(4). Uccnenosanue ypous ®PI'M y nmanuentoB ¢ 6one3ubto [lapkuncona BeisiBuio B 30%
Clly4aeB yCHWICHHE CHHTe3a 3Toro Helipotpoduna (4). Uccnenosanne ®PH y Gonpabix BAC
BBISIBWIO, YTO IMPU JAJUTEIBHOM TeueHHe 3a00JIEBaHUS €ro YPOBEHb B KPOBH IOBBIIIACTCS
(8). be3ycnoBHO, BBIABIsEMBIC U3MEHEHUs HEHPOTPOPHUUECKOW peryasiiuuu Mpu
HEeHpo/IereHepaTUBHBIX  3a00JIEBAHUAX OKa3blBAlOT BIIMSHUE HAa HKU3HECIIOCOOHOCTH



HeliponoB. Heitporpodunsl B (pM3HOTOTHUECKUX YCIOBHUSIX aKTUBHUPYIOT MPOLECCH POCTa H
muddepeHInPOBKY HEPBHON TKaHH, CTUMYJIUPYIOT MPOLIECCHl POCTa aKCOHA U CUHAINTOTeHe3a
(6). WsBectHO, uTO (akTop pocta HepBa (DPPH) B3ammopeicTBYyeT ¢ TUPO3UHKHHA3HBIMU
peuentopamu A (trikA) u ctumynupyer poct u BeriaeHue akcona (5, 10). H3ydenuwe ponu
Heiiporpopuna-®PH B pasButum  HeilponereHepaTUBHBIX — 3a00J€BaHUN  SBISETCA
aKTyaJbHBIM M MOXXET OBITh HCIIOJI30BAHO JUIsI BhIOOpA aJeKBaTHOM MaTOT€HETHYECKON
tepanuu. OJHAKO TP MHOTUX PEIKUX HEHpOJEreHepaTUBHBIX 3a00JIEBaHUSAX YPOBEHb
HEHUpPOTPOPUHOB MMOKa eI He ONPEICSIA B KPOBH.

Heabr unccaenoBanusi.  Omnpenenenue ypoBHsi (akropa pocra HepBa (PPH) y
6osnbHBIX CMA 2 THIa M CONOCTaBJICHUE JAHHBIX UMMYHO(GEPMEHTHOTO aHaM3a C JAHHBIMU
KJINHUKO-HEBPOJIOTUYECKOI0 OCMOTPA.

Matepuaibl U MeToabl: Ha 6ase cranuonapHoro otneseHus «Xocnuc (JIeTCKuii)» B
r. Cankr-IlerepOypre Obu10 obcnenoBano 12 GompHbix CMA 2 Tuna B Bo3pacte 4-15 ner.
Kontponsnyto rpynny cocrasisuin 30 310poBeix aereil. OmpeneneHue ypoBHS —dakTopa
pocta HepBa MPOBOJMIM UMMYHO(GEPMEHTHBIM METOJOM B 00pa3lax ChIBOPOTKH KPOBHU C
UCIIOJIb30BAHUEM KOMMEPUYECKHX MMMYHO(epMeHTHBIX HabopoB ¢upmer RayBiotech, Inc B
COOTBETCTBUU C MHCTPYKIMAMU ITpousBoautels. [loporoseie Bennunnsl onpenenenus OPH -
14 nr/mn. B Xxone wuccnepoBaHMS NPUMEHSUIM CIEAYIOIIUME MPOLERypbl M METOJbI
CTaTUCTHYECKOTO aHalN3a. OMNpEETICHUE YUCIOBBIX XapaKTEPUCTUK MEPEMEHHBIX; OLEHKY
COOTBETCTBUSl OMITUPUYECKOIO 3aKOHA pacHpelesieHUs KOJIWYECTBEHHBIX MEepEeMEHHbBIX
TEOPETHUUYECKOMY 3aKOHY HOPMAJbHOTO pachpeneneHuss mo kputeputo Illanupo-Yuska,
OLICHKY 3HAaYMMOCTH pa3JIM4usi CpEIHUX apU(PMETUYECKHX 3HAYEHUH B HE3aBUCUMBIX
BbIOOpKax ¢ wucnojib3oBaHueM T-kputepuss CrbiogenTta. OmnucaHue KOJIMYECTBEHHBIX
NPU3HAKOB OBUIO BBINIOJHEHO C WCMOJb30BAaHUEM CPEIHEr0o apu(PMETHUYEeCKOro 3HaueHHs U
CTaHJApTHOrO OTKJOHeHHs. HyneBas cTaTucTHueckas THIOTe3a OTBEprajach NMpH YpOBHE

3HaunMocTu P<0,05. CratucThueckuil aHamU3 OCYIIECTBIISUICS C MCIIOJIb30BAaHHEM IaKeTa
STATISTICA 8.0 (StatSoft®, Inc., USA).

PesyabraTrsl u o6cy:xknenusi. CrimHanpHas MbimeyHas arpopus (CMA) 2 tuma —
ayTOCOMHO-pPELECCUBHOE 3a00JIeBaHUE, XapaKTEPHU3YIOLIeecs JIereHepaTUBHBIM H3MEHEHUEM
anb(a-MOTOHEHPOHOB ~MEpPEAHUX POrOoB CHMHHOTO Mo3ra. 3a0ojieBaHWE MEIEHHO
IPOTpECCUPYET, MPOSBISAETCA ClIa0OCThI0 MPOKCHUMAIbHOM MYCKYNaTypbl, Iape3ami,
JIBIXaTeIbHOM HEe0CTaTOYHOCThIO U paHHel cmeptHocThio (1). K 18-20 romam y GosbHBIX
CMA 2 Ttuna ¢popMUpyIOTCS BbIpaXKEHHbIE aTpOPUNU MEXPEOEPHBIX MBIIIIL, YTO MPUBOJUT K
Pa3BUTHIO bIXaTeIbHON HEOCTATOYHOCTH.

O6cnenoBanbl 12 GONBHBIX CO CIIMHAIBHOW MBIIIEUYHOM atpodueil 2 Tuna, U3 HUX 5
JIeBOYEK M / MaJbuuMKOB B Bo3pacte oT 4 no 15 ner. Hapymenus B aBurarenbHoOi cdepe
OPOSIBISIIUCH € POXKACHUSA. MOJEKYIIPHO-TEHETUYECKOE HCCIIEJOBAHUE TOATBEPKIAIIO
nuario3 CMA 2 tuna ¢ BbIsBICHHEM JedeKkTa Ha UIMHHOM IUiede 5-0if xpomocombl (B
unTepBaie Mexay D55629 u D5S557). Bee Gonpabie CMA 2 THa HaOM0Jauch B TCYCHUE
5 7er, 3a 3TOT mepuoJ BpeMEHHU 3a00jeBaHHME HEYKJIOHHO mporpeccupoBayo. Knnnuko-
HEBPOJIOTUYECKAass KapTMHAa ObUla MpeACTaBlI€Ha BsUIBIMM [ape3aMd pyK M HOT ¢
npeobiasaHueM Mpolecca B MPOKCUMANIbHBIX OTJENaX, aKTUBHBIEC JBMXKEHUS COXPAHSIMCH
JUIIb B JUCTAJBHBIX OTAENAaX pPYyK, MBIIIAX [I€d, MHMHYECKOH M JIbIXaTelIbHOMN



Myckynatype. HabGmoganuch ¢ubpunsauuu 1 (HaCHUKYISIUKA  MBIIIL, BBIpAXXKCHHAs
muddy3Has MplIedHass TUMOTOHUA. BBUIM BBIABICHBI  KOHTPAKTYpPBl KPYIHBIX CYCTaBOB
KOHEYHOCTEH M BBIPAKEHHBIH KH(POCKOIMO3 MO3BOHOYHUKA. (DYHKIHMU Ta30BBIX OPraHOB,
YYBCTBUTEIHHOCTh U MHTEIUIEKT OBLIN COXPAaHEHBI.

JlanHbIe UMMYHO(EPMEHTHOTO aHaU3a CBUJETEILCTBYIOT O TOM, YTO KOHLEHTPAIU
®PH (3899+1058mr/Mi1) B CHIBOPOTKE KpoBH 00sIbHBIX CMA 2 THTa CTAaTUCTHYECKU 3HAYUMO
(p<0,001) BbIwe, yeM B KOHTpoJbHOI rpymne (782+582nr/mi). Ouenku konuenrpaunn ®PH
B CHIBOPOTKE KPOBM KOHTPOJILHOW TpymIbl Haxoasrcs B auanazoHe oT 110mr/mu no
2237ur/mn. Torpa kak y 6onbHbIX CMA 2 Tuna — B uatepBaiie ot 1387 nr/miu go 5411nr/m.
Hamu BbisiBieHO, uyTo y OosbHBIX CMA 2 THIa B CBHIBOPOTKE KPOBH HMMEET MECTO
npessinienne ®PH (cm. puc. 1).
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Puc. 1. Konnenrpanus ®PH B cbIBOpOTKE KPOBU B UCCIIEAYEMBIX IPYIIIA.

[IpoBeneHHOe HaMM HCCEOBaHHME MOKa3ajo, uyTo y OonpHBIX CMA 2 Tuma umeer
MECTO TOBBIINICHHBIH  ypoBeHb Helporpopuna @OPH B  oromume ot apyrux
HeliponerenepatuBHbix 3aboneBanuit [ITHC, npu KOTOPBIX HMMEET MeCTO Je(UIHT
Heliporpoduyeckoro obecneuenus (13,14). HeiipoTpoduHbl CHHTE3UPYIOTCS HEHPOHAMH,
KJIETKaMU TJUM U KIETKaMU-MUIICHSIMH, B3aUMOAECUCTBYIOT C  THUPO3MHKHMHA3HBIMU
peuentopamu  (Trk-A, Trk-B, Trk-C) Ha moBepxnoctu HeiipoHa (9). DTo mpUBOIUT K
aKTUBU3ALUU Kackaza IIPOTENHKHHA3, U3BECTHBIX KaK



MHUTOT'€HAKTUBUPYEMbICTIPOTENHKUHA3BI (mitogenactivatedproteinkinas — MAP
kinasepathway, manee dochopumupyemas MAP-kuHaza). MAP-kuHazanpoxomur uepes
SJepHYI0 MeMOpaHy U B sape (ocdopunupyer pazanyHbie GpakTopbl TpaHCKpUMIMY reHa (7).
BozHukaroniye M3MEHEHUs] TPAHCKPHUIILMH T€HAa WHHUIMUPYIOT Hpolecchl Mpoiudeparuy,
mupdepeHIUPOBKH M MOAJEPXKAHUS  JKU3HECIOCOOHOCTH  Heilipona.  IloBbimeHHOE
conepkanne ®PH moxer ObITH CBS3aHO C BO3pacToM OOJBHBIX, BelIb HE3aBUCUMO OT
NaTOJOTMU OPraHu3M peOeHKa pacTeT. Y neTell Hanbojee MHTEHCHMBHO padOTaloT MPOLECCH
pocta u auddepeHIUPOBKH HEPBHON TKaHU, cuHanToreHesa (3). AKTHBHOCTH JTHX
IPOIECCOB  3aBUCHUT OT  KOHLEHTpPAllUM  pPOCTOBBIX  menTtuaoB. Ho  0OBACHUTH
runepakcrpeccuto ®PH Tonpko 0COOEHHOCTBIO OHTOTEHE3a HENb3sl TaK KaK KOHTPOJIBHYIO
IpYIIy COCTaBISUIM JIETH JAHHOTO Bo3pacTa. Bo3aMoXXHO ycuieHue cuHTe3a HeillpoTpoduHa-
@®PH mpoucxoauT BCIEACTBUE PA3BUTUS KOMIIEHCATOPHO-IIPUCIOCOOUTENBHBIX MPOLIECCOB,
HalpaBJICHHBIX Ha YCHJICHHE pernapaTUBHON (YHKUMU HepBHOW TkaHu. KommeHcaTtopHo-
MPUCIIOCOOUTENIbHBIE MEXAHU3MBI 3aIyCKAlOTCA U B (PU3UOJOTMUYECKUX, U B MATOJOTUYECKUX
ycnoBusix. IlpucnocoGnenue WM ajgantanmuss — IIHPOKOE OMOJIOTMYECKOE TOHSTHE,
BKJIIOYarolee Bce (POpMbI peryasinui pyHKIUH opraHu3Ma B HOPMAJIBHBIX YCIOBUSAX U IMPH
naTtojoruu. B mo6oi Gpopme KH3HU 3alI0’KEHBI afanTallMOHHbIE PeaKkIK, HallpaBJICHHbIE Ha
ee BBDKMBAHME, HAa COXPAaHEHHE €€ COCTOSHHUS WM CBOICTB, MPU BO3ACUCTBUM (HaKTOPOB
OKpYXKarolllel cpesbl WIK MPHU CABUTax BHYTPU caMoi cucTembl. KoMneHcanus—sTo oHa U3
BaOXHEUIINX (OpM MpHUCIIOCOOIEHNS, Pa3BUBAIOIIASCS B YCIOBHSX MAaTOJIOTHH, MMO3TOMY OHA
HOCHUT WHAMBUIYAIbHBIM XapakTep, H00 omnpenenéHHONW 00Je3HBI0 3a00J1€BaeT KOHKPETHBIH
yernoBek. TakuM oOpa3oM, KOMIIEHCAIlMsi — COBOKYMHOCTh pEaKUuil OpraHusma,
BO3HUKAIONIMX TMPU MOBPEKICHUAX WM OOJE3HAX M HAINpaBJIE€HHBIX HAa BOCCTAHOBIICHHE
HapymeHHbIX — QyHKuuil. YemoBek oOnamaer HMHAUBUAYAIbHBIMH  PEAKIMSIMH, HO
OJIHOBPEMEHHO, KaK TMpeJICTaBUTEIb OHOJOTMYECKOro BHJA, OH MMEET U BHUJOBBIC
IPUCIIOCOOUTENbHBIE peakuu. Te U Ipyrue peakluuu TPyJHO pa3AeiauTh, HOATOMY B KIHMHUKE
UX 4acTO 0003HAYaI0T Kak KOMIIEHCATOPHO-TPUCIIOCOOUTENbHBIE Mpolecchl. bruonornyeckuii
CMBICJI KOMITIEHCATOPHBIX PEAKIUI 3aKII0YaeTCsl B BOCCTAHOBJIEHUU HApYIICHHBIX (DYHKIMN
OpraHoB M CHCTEM, a CTENeHb HMX BOCCTAHOBIICHHS SBIISETCS OCHOBHBIM KpHUTEpHUEM
JIOCTATOYHOCTH ITUX PEAKIIMH.

dusnonoruyeckass  1elb  HEUPOTPOUUECKOM  perymsauud —  COXpaHEeHue
KHU3HECTIOCOOHOM HOMYJSALNAN HEHpOHOB Uit BBITTOJIHEHUS TeHETUYECKU
3anporpamupoBanHoil ¢ynkuuu. IIporpeccupyromas rudenb mMoToHeiipoHoB npu CMA 2
TUIIA IPUBOJUT K YCUJICHUIO HEHPOTPO(PUUECKOM peryssiiy, HO YacTh MOMYJAUN HEHPOHOB
yke moru0na u He crnocoOHa B3aMMOJAEHCTBOBAaTH C POCTOBBIMM (haKTOpamMHu. DTUMHU
SBIICHUSIMM MBI MOKEM THIIOTETHUYECKH OOBSICHUTH IMOBBILICHHBIH YpOBEHb HEHpOTpoduHa-
®PH nmpu CMA 2 tuma. OpjHako O4YeHb BBICOKas KOHIEHTpauus HeipoTpoduna-OPH
COMJIACHO HAIIMM HCCIEJ0BAaHUSM, HE MPUBOAUT K BOCCTAHOBJICHHIO WM YaCTHYHOU
KOMIICHCAllMM YTPAYyeHHOW JBUTATeNbHON QyHKImMH y OompHbIx CMA 2 tuma (2). B
HKCIEPUMEHTE Ha OPraHOTUIIMYECKOM KyIbType TKaHU Mbl IIOKa3ald, 4YTO CBIBOPOTKA
oonmpHbIX CMA 2 Tuna uHrHOMpYeT poCT HEWpHUTOB CceHCOpHbIX ranrimeB (12). Beuta
BBISIBJIEHA CUJIbHASL KOPPEJSILIMOHHAS CBSI3b MEXTy (aKTOM MHTHOMPOBAaHUS pOCTa HEHMPUTOB
HEHPOHOB CEHCOPHBIX raHriaueB U KoHueHTpanueid ®PH B ceiBopoTke KpoBU 601bHEIX CMA
2 tuna (11). Takum oOpa3om ObUIO MOKA3aHO, YTO Mpolecc crpyTuHra y 6ombHbex CMA 2



TUTIA HE 3aITyCKaeTcsl, BCIEACTBHE OYeHb BBICOKOW KoHIeHTpauuu @PH, uro cmocobcTByeT
JalbHEHIIeMy MPOTPECCUPOBAHUIO 3a00JICBAHNS.

3aKjao4eHue

Y 6onpabix CMA 2 Tuma uMeeT MecTo MOBbIIIeHHAs KoHIeHTpaus OPH B kpoBuw.
Ckopee Bcero, rumnepakcnpeccuss ®PH y Oonpabix CMA 2 THma BO3HHKAaeT BCIEICTBUE
AKTUBHOCTH KOMIIEHCATOPHO-TIPUCIIOCOOUTENHFHBIX MEXaHU3MOB HAIIPABIICHHBIX HA YCUJIICHHE
HEHpOTpO(pHUECKON perymsauuu i 4YacTUYHOW KOMIICHCAIlMH YTPAauyeHHOW IABUTATEIHHOU
¢byHkuuu. OTU JaHHBIE HEOOXOAMMO YUYUTHIBATH NMpHU JieueHUH OoibHbIX CMA 2 Tuna.
Yenexu HEMPOMMMYHOJIOTHHM OTKPBIBAIOT KJIMHULUCTAM HOBBIE INEPCIEKTUBBI B H3Y4YCHHUE
HEHPOTpO(PHUECKON pEryIsIuiu HEPBHOW CHCTEMbI, KOTOpbIC B JalbHEHIIEM, BO3MOIKHO,
BOHIYT B TMOBCEJHEBHYIO MPAKTUKy W OYIyT HCHOIB30BATHCS MJisi JTUATHOCTHKUA U
COCTaBIICHUS WHAWBHIYaIbHBIX MPOTpPaAMM JieueHUsT OONBHBIX HEHpOJEeTreHepaTHBHBIMU
3200JIeBaHUSIMHU.
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