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Pesrome: Cunppom Beppuura-Todpmana - mHdaHTWIBHasg (opMa HacIe[CTBEHHOV CIIMHaJIBHOWM IIpOrpeccHpyromen
MBIIIEYHOV aTpOdWM ¢ ayTOCOMHO-PeLleCCHBHBIM TUIIOM HacslefoBaHMs ¢ dactoTor 1 Ha 10000 Hacemenms. Ilpusopsrcs maHHEBIE O
KOMIUIEKCHOM yJTBTPaMUKPOCKOITMYECKOM M3YYeHWM CIVHHOTO MO3Ta W JIeJTBTOBVJHOV MBIIIIIEI KIMHWYECKOTO CIydasl CHUHIpOMa
Bepmuura-T'odmana y HOBOpOXIeHHOro pebeHKa MY>XKCKOTO IT0j1a, yMepIero B BospacTe 1 Mecst. B obpasmax CHIBOPOTKM KPOBU U
TKaHW cnvHHOTO Mo3ra BeyienieHa PHK Bupyca kpacHyxw. OmicaHBI M3MeHEHUS! CTPYKTYpPHI CIIMHHOTO MO3Ta W HeIbTOBUIHOV
MBIIIIIEL ITpy yiIbTpacTpyKTypHOM MCCIeqOBaHMM TI0Ka3aHO HajM4ye BUpyca B TKaHWM CIIMHHOTO MO3Ta ¥ SHIOTEIMOLIMTaX COCY/IO0B
MBIIIIBL B TKaHWM CIIMHHOTO Mo3ra Ha (pOHe HEeCTPYKLMM HePOHOB ObUI OOHAapyXkeH BUPYC KpacHYXW. BUpycHBIe 4acTmIfbI
JIOKaJIM30BaJINCh KaK B IIUTOILIa3Me COXPAaHVIBIIVIXCSI OJUIOIEHAPOIINTOB, TakK M Muddy3HO B JIECTPYKTVBHO M3MEHEHHOV TKaHU
criMHHOTO Mo3ra. KosmmdecTBO KIeTOK B TKAaHM CIIMHHOTO MO3ra OBUIO yMEHBIIIEHO, HapyllleHa CTPYKTypa WX MWUTOXOHIPWUIT W
obHapy>keHa BaKyOJIM3allys IUTOILTa3MBI. [I71s1 MVeJIMHOBBIX BOJIOKOH IIPVICYIIAa TeTePOTeHHOCTh TOMIIIVIHEI 000I049eK, HepaBHOMEpHOe
pacrperernenue, gedpopMariysi KOHTYPOB, BaprabesIbHOCTh AiaMeTpoB. MuesTMHOBbIe BOJIOKHA PacCIIOeHHbIe, (PparMeHTIpOBaHHbIE,
ocMMopMITbHOCTD yTpadeHa. ITpu vccienoBanvy 06pasioB MBIIEYHOVE TKaHV ITpeodsIafaivt JecTPyKTUBHO V3MeHEeHHbIe MBIIIIeYHbIe
BoJIoKHa. ITpu aTOM Ha poHe HepaBHOMEPHO BBIPaKeHHOV aTPOd I MBIIIIEUHBIX BOJIOKOH BBISIBIIEHa PENPOJIyKIIMs BUPYyca KpacHy X
B IUTOIUIa3Me SH/IOTEIVIOLMTOB KallMUISPOB ¥ IIEPULINTAX COCY0B MBIIIIIEL ITpe/inooxeHa STHOJIOTYecKast pojib BUPyca KPacHyXu
B BO3HVKHOBEHVV KJTMHWYECKUX CYIMITTOMOB, COCTABJISIOIIVIX CUHIIPOM CIIVHAJTBHOVI MBIIIEUHOVI aTpodWV, KaK BapyaHTa BPOKI€HHOT
KPacHyXL.

Kirouesnie cnoBa: cundpom Beponuza-Topmana, kpacuyxa, 34eKmpoHHAA MUKPOCKONUA, CHUHHOU MO32, OeavmoBudnas
Moluya

Summary: The Werdnig-Hoffmann syndrome is an infantile form of hereditary spinal progressive muscle atrophy with an
autosomal recessive mode of inheritance with a frequency of 1 per 10,000 population. The data on the complex ultramicroscopic study of
the spinal cord and deltoid muscle of a clinical case of Verdnig-Hoffmann syndrome in a newborn male child who died at the age of 1
month are given. Rubella virus patterns of the RNA were isolated in serum and spinal cord tissue samples. Changes in the structure of the
spinal cord and deltoid muscle are described. An ultrastructural study showed the presence of a virus in the tissue of the spinal cord and
vascular endothelial cells of the muscle. In the tissue of the spinal cord against the destruction of neurons was detected rubella virus. Viral
particles were localized both in the cytoplasm of preserved oligodendrocytes and diffusely in destructively altered tissue of the spinal cord.
The number of cells in the spinal cord tissue was reduced, the structure of their mitochondria was disturbed, and vacuolization of the
cytoplasm was detected. For myelin fibers there is inherent heterogeneity of the thickness of the membranes, uneven distribution,
deformation of the contours, and variability of diameters. Myelin fibers stratified, fragmented, osmiophilia lost. In the study of muscle
samples prevailed destructively modified muscle fibers. At the same time, against the background of an unevenly pronounced atrophy of
muscle fibers, the reproduction of the rubella virus in the cytoplasm of capillary endotheliocytes and pericytes of muscle vessels was
detected. The etiological role of the rubella virus in the onset of the clinical symptoms constituting spinal muscular atrophy syndrome as a
variant of congenital rubella has been suggested. .
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Bsepenue. CuHapom Bepanura-rocpmana (Werdnig-Hoffmann) (nanee — CBI) npuHsaTO onpefensTs Kak UHGaHTUNbHY0
(PopMy HacneaCTBEHHOW CMUHAMBHON NPOrPECCUPYIOLLEN MbILLEYHOW aTpohuK C ayTOCOMHO-PELECCUMBHBIM TUMOM HacneaoBaHus
[1-2]. 3abonesanue bbino onucaHo B 1891 rogy G. Werdnig, n 8 1893 rogy J. Hoffmann. Yactota gaHHoro cuHapoma cocraenset 1
Ha 10000 HaceneHus [3]. KnuHnueckne npuaHaku NposierieHns GonesHn MosBNSKOTCS C NEpBbIX YACOB M AHEW Xu3Hu, TpebytoT
NPOBEAEHNS WHTEHCUBHON Tepanuu, B TEYEHWE MEPBbIX TPEX NeT Xu3HM pebeHka OonesHb 4acTo 3akaHuYMBaETCs NeTanbHbIM
ucxogom. Cpean KoHuenuuin BosHUKHOBeHUS CBIT cyliecTByeT npeanornoXeHue O MNEepBUYHOM MOPaXEHUU NepefHuX poroB
CMMHHOTO MO3ra C MOCMeAyloWen AeHepBaLMOHHONW HelponaTuein WM C MepBUYHOM naTonorven Mbiwy [2, 4]. Stuonorws
CMWHaNBHOM MbIWEYHON aTpoun He BbISCHEHa, OOHAKO YCTaHOBMeHa Aeneuus reHa 5012-13, BOBMEYEHHOro B peanusauuio
CMUHANBHBIX MbIWEYHbIX aTpoduin, HasBaHHOro «survival motor neuron gene» (SMN) [5-6]. Y pgeten ¢ CBI' onucbiamm
npeobnapaHue nepuchepuyeckmx HEMUENMHN30BaHHBLIX HEPBHBIX BOMOKOH MN BOJIOKOH C YTPAYEHHON MUENMHOBOI 060M04KoM [2].
Cpean Npu4MH BO3HUKHOBEHMSI PA3NNYHbIX LEMUENMHU3MPYIOLLMX 3aboneBaHuil LWMpOko 0BCYXAaeTcs BO3OENCTBUE BUPYCHBIX
nHcbekumin [7-8]. MpepnonoxeHne o Tom, yto CBI, 0cobGeHHO €ro BpoXOeHHas ¢opma, MOXeT OblTb CBSI3aH C TeYeHKeM
BHYTPUYTPOOHON BUPYCHOM WHEEKLMW, MOCAYXMIO OCHOBaHWEM ANs NpOBeLeHMs YriyOreHHOTrO0 KOMMMEKCHOTO MCCreaoBaHus
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KIMMHWUYECKOTO M CEKLMOHHOrO MaTepuarna. C MOMeHTa OnuCaHUs CUHAPOMa B nuTepaType NPUBOASTCS NULLb AUHUYHbIE LaHHbIE O
naToMopONOrMYECKMX U3MEHEHNSIX B TKAHSIX FTOMOBHOMO M CIMHHOTO MO3ra, a Takke B NopaxeHHbIX Mbilwlax [2, 7, 9]. Yalle Bcero
aBTOpbI ANS YCTAHOBMEHWUS KNUHWUYECKOro AnarHo3a UccnefoBanyt CiMHHOMOSIOBYIO XUOKOCTb W ONPefensnu B CbIBOPOTKE KPOBM
YPOBEHb KpeaTUH(OCHOKNHA3bI, a Ans NaTOMOPgONOrNYeckoro aHanuaa ucnonb3oeany buontatbl aTpodmpoBaHHbIX Ml [10].

Llenb uccnepoBaHmusa — onucaque ynbTpacTpyKTYPHOM XapakTepUCTUKM TKaHEen CMIMHHOTO MO3ra U AeNbTOBUAHOM MblLULbI
KNuUHWYeckoro cnyyas HabnoaeHus cuHgpoma BepaHura-lfodmaHa, a Takke nouck BEPOSITHOM CBA3N 3a60NEBaHNS C KOHKPETHBIM
MH(EKLMOHHBIM NPOLIECCOM.

Matepuansl u MeToabl UccneaoBaHus. poBeaeHO KNUHUKO-MOPEONOrMyeckoe UccreaoBaHe apXMBHOrO Matepuana
TKaHel CMMHHOTO MO3ra W AeNbTOBMAHON MbILILbl HOBOPOXAEHHOTO pebeHka Myxckoro nona, ymepluero B 1 mMecsu. B aHamHese
OTMEYEHO, YTO OH PoAMNCs OT BTOpoi BepemeHHOCTI, nepBast GEpEMEHHOCTb 3aKOHUMNACh MeANLIMHCKIM abopToM. [ecTaLMOHHBIN
nepuoa npoTekan ¢ yrpo3oi npepbiBaHus 6epeMeHHOCTU. XKeHLMHa nepeHecna ocTpoe pecnupatopHoe 3abonesaHue npu Cpoke
BepemeHHocTM 16 Hepenb, aTMonorus 3abonesaHus He yTouHanacs. Poabl nepsble, B 40 Hefenb, CPOUHbIE, CAMOMPOU3BObHBIE,
npotekanu ¢ nuxopagkon. [pu xu3Hn pebeHka NPOBOAMAM MONMUMEPA3HO-LEMHYID peakumio C WUCMonb30BaHMEM Habopos
«Bektoxnamu-fHK-amnnn-100», «Bekto-LIMB-HK-amnnu-100», «Bekto-BINr-AHK-amnnn-100», «Bekto-Pybenna-PHK-amnnu-
100», «BektoTokco-[HK-amnnn-100», «BektoYpo-HK-amnnu-100», «BektoMuko-[HK-amnnn-100» (3A0  «Bektop-becty,
Hosocubupck). HK Ch. trachomatis, M. hominis, U. urealyticum, T. gondii, Bupyca npoctoro repneca 1 tuna, uutomeranosupyca
He Obinn BbisBneHsl. Metogom OT-MUP B kpoBu Obina obHapyxeHa PHK Bupyca kpacHyxu. [lpu npukusHeHHoN
anekTpomuorpacun  0BHapyXEHO MOpaXeHWe MOTOHEMPOHOB CMMHHOTO Mo3ra Ha ypoBHe C2-Ss u Cz-Ls n ux akcoHoB. B
KMWHUYECKOM [OMarHo3e nauueHTa CnuHanbHas amuoTtpodus Bepprura-Fodmana, BpoxgeHHas opma, TAXEenoe TeuyeHue.
[MaTonoroaHaTOMMYECKMI AnarHo3 nalueHTa: cnHaneHas ammoTpodus Bepauura-loddmana, BpoxaeHHas dopma, auctpogus n
HEeKpO3 [BWraTerbHbIX HEAPOHOB CMIMHHOMO MO3ra M MOMepeyHononocaThiX MblLeYHbIX BOMOKOH; aTenektasbl B Nerkux, CeposHo-
[eCKBamMaTVBHAs MHEBMOHUS; XUPOBAs AMCTPOUS renaToLmMToB, ANCTPOMYECKNE U3MEHEHMS MApPEHXMMATO3HbIX OpraHoB. [Ans
MOSEKYNSIPHO-6MONOrMYECKOro, MUKPOCKOMMYECKOTO W YNbTPaCTPYKTYPHOTO UcCreoBaHnii Obimu npepocTaBneHsl 06pasub
CMMHHOTO MO3ra (MepegHuil y4acToK, MeananbHas u 3afHAs YacTy LWERHOro YTOMLEHWS, NepeaHss U 3aHsAs YacTu NOSICHUYHOTO
yTOnLiEeHMs) U parMeHTbl AenbToBuaHON Mbiwsl. Metogom OT-TLP 13 0BpasLoB TkaHW nepenHeit YacTy LWENHOTo YTOMLEHNS
BbigeneHa PHK Bupyca kpacHyxu. O6pasubl TKaHW CMMHHOTO MO3ra W AEeNbTOBMAHOW MbllLbl chukcyupoBanm B 4% pacTBope
napachopmansgerga npu 4°C B Teyenne 48 u. lNpenapatbl 41 CBETOBOW MUKPOCKOMMM 3anuBany B napadvHoBble 6roku w
OKpaLLMBany reMaToKCUIIMHOM W 303uHOM. [1pocMOTp npenapatoB W MUKPOHOTOCHEMKA MPOBOAMIMNCE HA CBETOBOM MMWKPOCKOME
Imager Z1 (Zeiss, l'epmaHus). [ns anekTpoHHOW MUMKpPOCKOMMM 0Bpaslpbl MPOMbIBAaNKM B TPEX NOPUMSX pacTBopa XeHkca
pocukcpoBanu B 1% pacTBope YETHIPEXOKUCW OCMUS, 3anvBanu B CMECb aMoHa W apanguta. [onyToHKMe Cpesbl OKpalmMBay
asypom Il. YnbTpaToHKue cpesbl NocneaoBaTensHO KOHTPacTMpoBanu CnmpToBbIM pacTBOPOM ypaHunaleTaTa 1 LMTpaToM CBUHLA,
ucernenoBanu B anekTpoHHoM mukpockone JEM 1400 (Jeol, Anoxus), hoTocbeMKy NpoBOAWAM C MOMOLLBID BCTPOEHHON LiMdhpoBON
kamepbl Jeol n undpoBoii kamepsl 6okosoro Beoaa Veleta (SIS, MepmaHus).

PesynbTatbl uccnepnoBaHus U obcyxaeHwe. py MUKPOCKOMMYECKOM WCCMEROBAHWM TKAHW CMMHHOTO Mo3ra Obino
noKa3aHo, YTO rpaHuubl ceporo W 6enoro BelecTa MpaKTUYECKU He pasnuyanucb. KonmyectBO HEMpOHOB B MepeHWX porax
CMMHHOTO Mo3ra ObiN0 yMEHbLUEHO, OHW OTIMYANMMUChb TETEPOreHHOCTb0. B Genom BelyecTBe CMMHHOTO MO3ra OTMEYarnoch
HepaBHOMepPHOe pacnpefeneHne Npounein MUENUHOBLIX HEPBHBIX BOMOKOH. pOCBETLI BONIOKOH MMENU HenpaBurbHYo (opmy, 1x
KOHTYpbI AedopMMPOBanMCb. Ha napadMHOBBIX W MONYTOHKMX CPe3ax BbISBMANOCh MHOXECTBO OMTMYECKN MPO3PayHbIX Y4aCTKOB
3a cyeT (POPMMPOBAHUS MHOXKECTBEHHbIX OYarOB Hekposa. [uCTpoduyeckne W3MEHEHWs acTPOLMTOB MPOSIBNAMMUCL B BUAE
SKCLIEHTPUYECKOro pacnonoxXeHus aaep W NOSBNEHUS KPYMHbIX Bakyorei B LWTONNAasMe Uu Xe B BUOE M3MEHEHWS ONTUYECKON
MNOTHOCTW LMTONNa3Mbl U NUKHO3a sep. B onurogeHapountax opma saep BapbupoBana oT KpYribiX W OBaNbHbIX 40 BbITAHYThIX
C HEpOBHbIMM KOHTYpamu. B sppax XpomaTuH pacnpegensncs B BUOE MHOXECTBEHHbIX Kpyrmblx obpasoBaHuii. YacTo sgpa
ONUrOAEHAPOLMTOB  BbIFMAAENM ONTUYECKM MPO3payHbIMK, SAPbILKA HE BU3yanuaupoBamucb. B uuTOnnasme Haxogunm
MHOXECTBEHHbIE BaKyonu. KonnyecTBO KNETOK MUKPOIMWM HE3HAYMTENbHO YBENMWYMBANOCH HA OTAEMbHbIX Y4yacTKax, OHM
panddysHo pacnpefensnMcs B TkaHu OEnoro M Ceporo BeLLecTBa CMMHHOTO Mo3ra. [lpy  3MeKTPOHHO-MUKPOCKOMMYECKOM
1CCnefoBaHMM B TKAHW CMMHHOTO MO3ra Ha (poHe AECTPYKUMN HEAPOHOB Obin OBHapyXeH BUPYC KpacHyxu. BupycHble YacTuup
NOKarnu3oBanucb kak B LUTOMMa3Me COXPAHMBLUMXCS ONUIOAEHOPOUMTOB, Tak U AUGGY3HO B AECTPYKTUBHO M3MEHEHHOM TKaHM
CMUHHOTO MO3ra. MHOXECTBEHHbIE 3MEKTPOHHO-NPO3PayYHbIE Y4aCTKN HEPABHOMEPHO pacnpesensnmch kak B CEpOM, Tak U B 6enom
BELLECTBE CMWHHOTO Mo3ra. KomuyecTBO KNMETOK B TKAHWM CMMHHOrO Mo3ra Obio  yMeHblueHo. EfuHWuHble acTpouuThl,
o0OHapyXeHHble B U3y4YeHHbIX 06pasLiax TkaHW CMMHHOTO MO3ra, UMenu KpynHoe S4p0 ¢ MapriHamnbHON nokanuaaumuen XpoMaTtuHa.
YacTb xpomaTuHa pacnonaranach B BULE CKOMMEHUA Ha hOHe 3MNEeKTPOHHO-NPO3PaYHON Hykreonnasmel. B uutonnasme BbiSBREHbI
ovary napuuanbHoro Hekpo3a, MTOXOHAPUW C JEeCTPYKLUMEN HAapYXHOM MeMBpaHbl 1 KpUCT (MX doparMeHTaumelt n paspyLueHnem).
CoxpaHunuch egyuHUYHbIE NPOUIN PaHYIAPHON SHAONNA3MATUYECKOI CeTH, Habmoaanoch ckonnexue pubocom.

B HelpoHax OTMeYeH BbIPaXeEHHbI OTEK LMTOMa3Mbl M AECTPYKUMS KNETOUHbIX OpraHensl v LMTOonnasmMaTyeckon
MeMbpaHbl. XpOMaTUH pacrnpesensncs B sapax COXPaHWBLUMXCS ONUIOAEHAPOLMTOB B BUAE MHOXECTBEHHBIX KPYIIIbIX CKOMMEHUI.
B ovarax TkaHeBOro pacnaja NpPOCNeXMBanMCb HEOAHOPOAHble W3MEHEHUS MUTOXOHAPWA, B KOTOPbIX Ha (DoHe HabyxaHus
oTMevanacb LecTpykuus W parmeHTaumus KpucT. dparMeHTbl rpaHymnspHOro LMTONNAa3MaTMyeckoro peTukynyma M KoMnnekca
FONbMKM XapaKTepu3oBanMCh CKOMMEHMSMW 3EPHUCTOTO OCMUOMUIBHOTO BelecTBa (BMpYCHble abpukn). Obwas kapTuHa
naToNOrMYeCkUX M3MEHEHUA HEMponuns  xapakTepusoBanacb TeM, UTO Ha ()OHE [EeCTPYKTUBHO W3MEHEHHOW TKaHM
BU3yanu3vpoBanuChb Kpyrnible siapa ONMrOAEHOPOLMTOB, MPU 3TOM KOHTYPbl LMTOMIA3MaTM4eckod MemOpaHbl KNeTKu He
npocMaTpuBanucb. XpoMaTWH B SApax ONWUrOLEHAPOLMTOB KOHAEHCUPOBANCs MPEeUMMYLLECTBEHHO MapruHanbHO, a Takke
pacrionarancs B Buae HeOOMbLUMX KPYrMbIX KOHTNIOMEpaToB Ha (POHE 3NEeKTPOHHO-NPO3payHoN Hykneonnasmbl (puc. 1).
BcTpeyanuck 1 parMeHTbl Saep onurofeHapoLnToB.
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Puc. 1. TepegHnin y4acToK LWEMHOrO YTOMWEHUS CMWUHHOMO
mMo3ra.  fgpo  onurogeHapouuTa  C  XapakTepHbiM
pacnonoxeHnem  xpomatuHa.  Llutonnasma  3anonHeHa
BMPYCHbIMM YacTuuamu. fledopmauns npodunen MUennHOBbIX
BOIIOKOH, PAacCMOeHWe MUEenuHOBbIX 060MoYeK, U3MEHeHne
CTPYKTYPbI OCEBbIX LMMMHAPOB. ONEKTPOHOrpamMma.

-~ y ., 1‘"}\

Puc. 3. lNepedHuit yyacToK LUEAHOMO YTOMLIEHUS CMUHHOIO
mosra. [ecopmaums npodunein  MWUENUHOBBLIX  BOMOKOH,
paccnoeHne MWEnMHOBbIX 0BOMOYEK, M3MEHeHWe CTPYKTYpbI
0CEBbIX LIMNMHAPOB. ONEKTPOHOrpamma.

Puc. 5. [lenbToBuaHas Mblwua. Bupyc kpacHyxu Haxogutcs B
uuTonnasmMe  SHAOTENManbHOM  KNeTkM M nepuuuTa.
lMpocrexusaeTcs  pennukauus BuUpyca Ha  MIOMUHAPHOM
MOBEPXHOCTY LIMTONNa3mMaTn4eckon MembpaHbl SHAOTENMOLMTA.
OneKkTpoHorpamma.

Puc. 2. lepeaHnin y4acTOK LIEMHOMO YTOSLEHWS CAUHHOMO
Mosra. MHOXeCTBEHHble  BMpYCHble YacTMUbl B ovare
LECTPYKLWM. DNEKTPOHOrpamma.

Puc. 4. lMepeoHuit yyacToK LUEAHOMO YTOILIEHUSI CMMHHOTO
mosra. [edopmauns npoduneis  MUENMHOBBIX  BOMOKOH,
paccrioeHne  MMENMHOBbIX ~ 000MoYeKk  («BCMEHEHHbIE»
MWENNHOBbIE  0DOMOYKM), UM3MEHEHWe CTPYKTYpPbl OCEBbIX
LMIMHAPOB. JNeKTPOHOrpaMma.

S

200 nm_|

Puc. 6. [lenstoBMaHas Mblwua. Pennukaums Bupyca KpacHyxu
Ha JIOMMHAPHON MOBEPXHOCTM LMTOMIa3MaTUYeCckon MeMbpaHb!
SHAoTENMoOUMTA. JNEKTPOHOrpaMMa.
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[leCTpyKTUBHO M3MEHEHHbIE Y4aCTKM TKAHW CIMHHOMO MO3ra Cogepaiit 04aroBble CKOMMEHUs MUTOXOHAPUI, YacTb U3 HUX
COXpaHsna perynsapHoe pacriofnoXeHne KpUCT, Toraa Kak B ApYruX — KPUCTbl paspyLuanich, a cam MaTpukc Gbin MPOCBETIEH.
OtaenbHble MUTOXOHAPUM WMENU HenpaBuUMbHYH0, AeOPMUPOBaHHYI0 (HOPMY M YBENWYEHHbIE pa3mepbl. OyaroBble CKOMMEHMs
KPYMHbIX MWUTOXOHAPUA COAEPXanu OpraHensbl OBafibHOW, OKPYIIOW, BLITAHYTOA WAM MpUYyanueoit ¢opmel. Hapylwanacbk
LLenoCTHOCTb HapyXHO MeMOpaHbl U YNOPSA0YEHHOE PacronoXeHne KpUCT. B maTpukce nokann3oBanmch KpynHbIE YacTuLpl C
3NeKTPOHHO-NNOTHOW 0b6onoukon. Obpalyano Ha cebs BHUMaHWe BonbLLOE KONMYECTBO BaKyonen, COAepkaLmX Kpyrible YacTuub
pasmepom 60-80 HM, B HEKOTOPbIX M3 HUX MPOCMATPUBANNCb LiEHTPanbHbIE SMEKTPOHHO-MIOTHbIE CTPYKTYPbl OBANbHOW M
OKpyrnon hopMbl (peke — TPEeYronbHOW UIM 3NEKTPOHHO-MIIOTHOE XMOMbEBWAHOE BellecTBo). Ha ¢hoHe paspyLieHHON TKaHu
BMPYCHbIE YaCTWLbl PA3fMYHON CTEMEHW 3PENocTU NOKanM30BaNnMUCh He TOMbKO B Bakyonsx, HO M pacnonaranucb AuddysHo,
hopMMpys  KpynHble ckonneHust (puc. 2). PacnonoxeHne BWPYCHBIX YacTUL B LMTOMNA3MaTUYECKMX BaKyonsix SBISETCS
cneumnuyeckum MopgonornyeckuM npusHakom kpacHyxu [11].

[ns MMennHOBLIX BONMOKOH Bbina CBOMCTBEHHA reTEPOreHHOCTb TOMLWMHBI 060M0YEK, HepaBHOMEPHOE pacnpeneneHue,
M3MeHeHne KOHTYpoB obpasoBaHuit (puc. 3, 4), BapuabenbHOCTb AuameTpoB. MuenuHoBble BOMOKHA paccnavBanuch M
(bparMeHTUpoBanuUCh, yTpaunBanacb WX OCMMOUNLHOCTb. WX npodumu npuHUManU npuuyanueyo ¢opmy, CnvpaneBugHo
3aKpy4mMBanuCh, BHYTPEHHSS CTPYKTypa Hapywanack. [lpu paccroeHuy MWEnvHOBbIX MeMOpaH NOSIBMSANMCL MemKe W KpynHbIe
Bakyonu. KonnyecTBo CroeB B MUENWHOBBIX BOMOKHAX Bapbuposano. Co3naBanoch BneyaTieHWe O «BCMEHEHHOM» COCTOSIHUN
MWenuHOBOrO crosi. B npocBeTax OTAENbHbIX BOMOKOH HAXOAMNUCh OOMOMHUTENbHbIE MUENUHOBbIE 06PasoBaHMs, UMeEtoLMe
HenpaeunbHy0 (HOPMY, UK TOHKME MMENMHOBBLIE CTPYKTYPbI M UX parmMeHTbl. B npocBeTtax AeOPMUMPOBAHHBIX MUENUHOBBIX
BOMOKOH OCEBble LMMMHAPbI COLepXanu KpynHble Bakyonu. WX MaTpukc Bbirnsgen HepaBHOMEPHLIM. Hepeako B OAHOM BOMOKHE
MPUCYTCTBOBaNo M MENKO- W KPYMHO3epHUCTOe BeLecTBO. Bxopsiive B COCTaB OCEBOTO LMMMHAPA HEApOTPYDOYkM W
HeWpounameHTbl, a TakKe KpPUCTbl MWUTOXOHAPUIA MOABEpranucb AecTpyKuMu. YacTb MUTOXOHOPWA COXpaHsna uYeTkue
YNOPSAOYEHHbIE KPUCTbI HA (DOHE YNNOTHEHHOTO MaTpukca. AkconnasmaTuyeckue ny3bipbki, SBASIOLLMECS yYacTkamu rMagkoro
SHAOMNA3MaTUYECKOro PETUKYNYMa, yBENMYMBANUCh. B Lienom, CTpykTypa 0CeBbIX LMMMHAPOB MUENMHOBBLIX BOMOKOH HapyLuanach
33 CYET MOSABMEHUS HEPABHOMEPHO pacnpefeneHHbIX ONTUYECKU NPO3PayYHbIX BaKyorel U UMEHEHWS 3MEKTPOHHON MNOTHOCTM
akcoHa. B 0CeBbIX UuMnMHOpPax NOSBNSNNCH W TUTAHTCKME MWTOXOHZAPWM, COXpaHSIOWMe [BYCNONHYIO HapyXHYl MemOpaHy.
PacnonoxeHne KpuCT BbIFMALENO HeynopsAoYeHHbIM, 0bOpa3oBbIBaNNCh 3NEKTPOHHO-NPO3payHble MOMOCTU C  HEPOBHLIMM
KOHTYpamm 1 31eKTPOHHO-NMNOTHbIE CTPYKTYPbI HENpaBuIbHON (POPMbI. B LIenom, MOXHO roBOPUTL O reTEPOreHHOCT MUTOXOHAPWA.
YacTb 0CeBbIX LWMMHOPOB YTpaumBanuM MWENVHOBYIO 000M04YKy. B mpocBeTax MMEnMHOBbLIX BOMOKOH KPYMHbIE OMTUYECKM
npo3payHble Bakyorny 3aHumany go 2/3 nnowuaamn npocseTa BOMOKHA, OHWN OTrPaHUYMBan1Ch TOHKUMI MUENMHOBbLIMI BOMOKOHLIAMH.
BupycHble yacTuubl nokanusoBanucb BOOMb (HParMEHTUPOBAHHBLIX MUEMUHOBBLIX CTPYKTYp. B 4acT MUENMHOBBIX BOMOKOH
npocnexuneanocs OpMMPOBaHME BbIPOCTOB HEMpaBUIbHOW (POPMbI, HampaBneHHbIX B TOMLWY OCEBOro UunuHapa. Cneagyet
OTMETUTb, YTO B TKaHW CMMHHOTO MO3ra HE BbISBMEHO BbIPAXEHHON BOCMANMUTENBHO-KNETOMHON WHMnbTpauun. OTcyTCcTBUE
WHTEHCUBHON TMMAOLITAPHON MHAMALTPALIMN CIIMHHOTO MO3ra UCKITHOYarno ayTOMMMYHHbIN XapaKkTep NopaxeHuns.

Mpw ncecnenosanHnm 06pasLoB MbILLIEYHON TKAHW B ONUCHIBAEMOM KITMHWKO-MOPEOnorieckom HabniogeHun npecbnaganu
LECTPYKTUBHO U3MEHEHHbIe MbILLeYHble BOMOKHA. [1pn 3TOM Ha (hOHe HEPaBHOMEPHO BbIPAXEHHON aTPOUM MbILLIEYHbIX BOMOKOH
BbISIBNIEHA PenpoayKuMs BUpyca KpacHyXW B LWTOMMA3Me SHOOTENMOLMTOB KanwunnspoB W nepuumtax (puc. 5, 6). MpocseTbl
KanunnsapoB He ObiNM M3MEHEHbI, TAKKE HE BbISBNEHbI AECTPYKTUBHbIE M3MEHEHWUSI B CTPYKTYpe SHOOTENManbHbIX knetok. Mo
AaHHbIM Y. Kobayashi ¢ coasT. [7], npu CBI' He xapaKTepHbl NaTonornyeckue U3MEHEHUs KanunnsipoB MbILUEYHON TKaHW B BUAE
HabyxaHus SHOOTENVOLMTOB 1 YMEHbLLEHNS NPOCBETOB KanWnnspoB.

3akntoueHme. MMpoBegeHHOe MOMEKyNSPHO-OMOMOTMYECKOe 1 ANEKTPOHHO-MUKPOCKOMMYECKOE UCCNefoBaHNe NO3BOMMIIO
BbISBUTL Hanuune PHK Bupyca kpacHyxw y maumeHTa ¢ cuHapomoM Bepphura-Todmana B ofpasuax KpoBM M TKaHU CMMHHOTO
MO3ra, a TakKe BUPYCHbIX YacTUL, B AECTPYKTUBHO M3MEHEHHbIX ONUIrOAEHOPOLMTaX CMIMHHOMO MO3ra U 3HOOTENUanbHbIX KreTkax
aTpomMpoBaHHbIX MbIlL. [lofyyeHHble [aHHble COOTBETCTBOBANMM TEYEHWHO [EeHepani3oBaHHOW BUPYCHOW UHMeKun y
HOBOpOXZOeHHOro pebeHka ¢ cuHgpomom BepgHura-Tocmana. CregyeT OTMETUTb  SMMAEMWUONOTMYECKME  NMPU3HAKK,
NOATBEpXKAalWMe WHMEKLUMOHHBIA TEHe3 MaToNorMYeckoro npouecca: BbiSBNEHWE 3aboneBaHMs BO BPeMs 3MWAEMWUYECKON
BCTIbILLKM KpacHyxu B HoBocubupcke, nepeHeceHHast B 16 Hefenb rectauuu BUpycHast MHAEKLMS Y MaTepu, a Takke NpuU3Haki
WHGeKUUM y mMaTepu B popax (MoBbileHWe TemnepaTypbl) Uy pebeHka cpasy nocne poxaeHus (MHEBMOHMs). 3To no3sonseT
NPEeanonoXuTb TeYeHne BHYTPUYTPOOHON MHGeKumn y pebeHka 1 pacLeHWTb BbISIBNIEHHbIN CUMHOPOM BepaHura-FodmaHa kak
BapWaHT KIMHUYECKMX NPOSBMEHNI BPOXAEHHON KPACHYXU.
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