KnuHunyecKkoe Ha6nwoaeHue

DOI: 10.15690/vsp.v15i5.1626

T.M. MNMpbiryHoBa, E.U. Kapnoeuu, M.H. YepHuruHa, E.E. BepecHeBa, J1.A. TpbIHKOBa

Hukeropoackas obnactHas AeTcKas KinHu4ecKas 6onbHULA, HuxHuin HoBropoa, Poccuitickas deaepaums

OC06EeHHOCTU TeYEeHUSA HEUMPOKOKHOIOo
MenaHo3a y leTen

KoHTaKTHas nHdpopmauus:

MpbiryHoBa TaTbsiHa MuxainoBHa, Bpay-HEBPONOT OTAENEHUS Anst AeTen ¢ nopaxeHuem LHC v HapyweHuem ncuxvkn HOAKB
Appec: 603040, HuxHuin Hosropog, npocneKkt CotoaHbii, 4. 11-165, e-mail: p-tanchita@yandex.ru

Cratbsl noctynuaa: 29.06.2016 r., npuHaTa K neyatu: 26.10.2016 .

HelipoKoxHbI MenaHo3 BXOAMUT B rpyny HacieACcTBEHHbIX 3ab60/1eBaHNI, XapaKTepn3yeTcs 60bLLINMN U/UJTN MHOXECTBEH-
HbIMW MUrMEHTHbIMW HEBYCaMU, MeTaHO30M MM MeIaHOMOM MSITKOM MO3roBoi 060/104KM, 6€e3 NMpU3HaKoB 3/10KaYeCTBEH-
HbIX KOXXHbIX [OPaKeHUn U BOBIEYEHUS APYrMx opraHoB. 3abosieBaHne onucaHo 6osee 150 net Ha3as, HO naTtoreHes3 ero
OCTaeTcsi HeoCTaTOYHO M3Y4YEHHbIM, @ 3PPEKTUBHbIE METOAbI IEHYEHUS O CHUX rop He pa3paboTaHbl. PasHbif xapaKTep
TeyeHus: 3ab0seBaHUsi B CBSI3U C BbIPAXKEHHbLIM MOJUMOPPU3MOM KIMHUYECKUX CUMMATOMOB 3aTPyAHSET ANarHOCTUKY,
a HM3Kas 3(pPEKTUBHOCTb CUMITOMAaTUYECKOMN Tepanuu yxyallaeT nporHo3 3aboseBaHus. B ctatbe onucaH onbiT BeAEeHUs
ZieTei ¢ paKkomaTo3amu, He CXOKUMM MeXY COBOM HU €6I0TOM M TEHEHUEM, HM OTBETOM Ha TepPanuio U nporHo3omM. PaHHsAs
ZIMarHoCTMKa HENPOKOXHOIro MesiaHo3a y feTek No3BOJISET MPOBOANTL CBOEBPEMEHHOE CUMITOMATUYECKOE JleYeHne, oCy-
LWEeCTBSATb AMHAMUYECKOE HabtogeHNe U yaydLlaTh BbIXXMBAEMOCTb MaLiMEHTOB.
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BBEAEHUE

HelpoKoxHble 3a6oneBaHus, nnn dakomaTosbl, Npea-
CTaBNSAOT COGOWM reTeporeHHylo rpynmny COCTOSHWM, CBS-
3aHHbIX C MOPa)XEHWEM KOXMU (HapylleHUs NMUrMeHTauuu,
COCYAMCTbIE WU KOXHbl€ OMyX0/aMu) U LEHTPasbHOW WU
nepudepmuyecKon HEPBHOM CUCTEMBI (C BPOXKAEHHbIMU aHO-
ManuamMu unan onyxonsimu). O4YeHb 4acTo B MaTtonoruye-
CKMIM MpoLlecc BOBJIEYEHbI Masa, KOCTHU, cepaule, Nerkue
n apyrue opraHbl [1, 2]. Hanbonee M3BECTHbIMWU CUH-
apoMamMun Kn3 rpynnbl GakoMaTo30B SBAAOTCH 60/€3Hb
PeKnuHrxayseHa, runomenaHos WTo, cuHApPOM Heaep-
aHua nurmeHta bnoxa—-Cynbubeprepa, aHrMomatos
LUTtypre—Bebepa, a TaKKe HEMPOKOXKHbIM MenaHo3.

HEMAPOKO)HbIW MEJIAHO3

Anuaemuonorus

HelpoKoXKHbIN MenaHo3 6bin BrnepBblie onvcaH J. Roki-
tanski B 1861 r. 310 3aboneBaHMe NMpeacTaBaseT cobomn

peaKoe crnopagnyecKkoe nNposiBieHne aMG6PUOHaNbHON HER-
PO3KTOAEPMaAIbHON AUCMNA3UU C XapaKTEePHbIMU BPOXK-
[EHHbIMWU MeNaHOoLUMTapHbIMKU HEBYcCamMu M OMyXONsaMH,
nopaxeHnemMm MSrkom MO3roBOM 0OOJIOYKWM WM MapeH-
XuUMbl Mo3ra [3]. B HacTosiuiee BpeMs OnucaHoO OKOJo
100 cnyvyaeB 3aboneBaHWs; pacnpoCTpaHEHHOCTb COCTaB-
naer 1/50000-200000 Hacenexus. feHaepHon npea-
PacrnonOXeHHOCTU K Pa3BUTUIO HEMPOKOXKHOIO MenaHo3a
He BbIaBEeHO [4].

MatoreHes

[aToreHe3s HEMPOKOXHOIro MenaHo3a [0 KOHUa Hes-
ceH. N3BeCTHO, 4YTO MeNaHOLMTbI KOXM U MSAFKOW MO3ro-
BOM 0GOMIOYKM SBASIOTCH MPOU3BOAHBLIMU MYLTUMOTEHT-
HbIX KNETOK HepBHOro rpebHs [5]. Bcneacteue gucnaasum
MeNaHOLUMTHENPOIKTOAEPMAbHbIX KIETOK-NPeALEeCcTBEH-
HMKOB BO3HWKaET 6bICTPOE PacrnpoCTPaHEHWE MeNaHWH-
NPOAYLIMPYIOWNX KNETOK B KOXE M MATKOW MO3roBoMn 060-
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NIoYKe ¢ Mopdonornyeckum dopmmpoBaHuem AMPPy3HOro
NeNTOMEHUHIeanbHOro MenaHoumMTo3a M OBGLIMPHBIM pac-
NPOCTPaHEHWEM M3HaYaNbHO HE3/I0Ka4YEeCTBEHHbIX KIETOK
Ha MO3roBble 060M104KU [4, 6, 7]. PUCK ManurHusauum
(TpaHchopmaLma SOOPOKaYECTBEHHbIX KNETOK B 3/0Kaye-
CTBEHHbIE) NpU TaKoM npouecce pgocturaet 40-60% [8, 9].
MpoAeMOHCTPUPOBAHO TaKXKe BOBJ/IEYEHUE PaHHUX MOCT3U-
roTMYeCKMX MyTauui B oHkoreHe NRAS [10, 11].

B 10% cny4yaeB HEMPOKOXHbI MeNnaHo3 co4veTaeTcs C
Manbdopmaunen LeHan—Yokepa (MOPOK pPa3BUTUS TOMOB-
HOrO MO3ra, XapaKTepuaylollninca Tpuaaon CUMMATOMOB:
rMnoTpodusa 4epBs MO3KEYKa W/WauM nofaywapuin MO3Keu-
Ka, KUCTa 3agHen 4yepenHon MKW, rugpouedanuns pasHowm
cTeneHu). [aHHble MNpoLecchbl, BeposTHee BCEro, UMeET
ob6lmMe 3BeHbS nMatoreHesa: 0OCTPYKLMSA YETBEPTOro Keny-
[lOYKa MenaHouuTaMu NPUBOAWT K HapyLlEeHWIO ero cTpoe-
HWUS, MEHSAS HeWpoHaNbHYlD Murpauuio u dopmupoBaHue
NIMKBOPHbIX NyTen [4, 5, 12]. OnucaHbl TaKXe KIMHUYeCKue
Cnyy4au CoYeTaHUs HEMPOKOXHOIO MenaHo3a W spina bifida
occulta (CKpbIToe pacliensieHMe NO3BOHKOB: CMIMHHOW MO3r
W HEPBHbIE KOPELLKM B HOPME, OTCYTCTBYET AedeKT B 061acTu
CMUHbI, UMEETCH TONbKO HEGOMbLLASA Lefib B MO3BOHKaxX) [13].

KnuHuyeckaa KapTtuHa

KnnHuyeckn MaHudecTHble GOpMbl HEMPOKOXKHOIo Me-
flaHo3a ¢ Ae6loToM B [ETCKOM BO3pacTe, NpenMyLLecTBeH-
HO B nepBble 2—3 roga XW3HW, COCTaBASAOT A0 MONOBMHbI
BCEX CNny4yaeB HEWPOKOXHOro menaHo3a [4, 10]. Hauano
3a60/1eBaHUs XxapaKTepuayeTcs NoanMopdU3MoM KIUHUYe-
CKMX CMMMNTOMOB. Yalle BCero BO3HWMKaOT CyLOPOru, mpo-
rpeccupyowas ruapouedanus, nopaxKeHue KpaHuanbHbIX
U CMUMHHOMO3roBbIX HEPBOB [4, 6, 12]. SnunenTU4yecKne npu-
CTyMbl MOTYT 6bITb KaK GOKaNbHbIMKU, TaK U BTOPUYHO-FEHE-
pann3oBaHHbIMMK, MPOABAATLCA CUMNTOMATUYECKOM GOopMOW
cuHapomMa Becta (paHHsis MnageH4Yeckas anuaenTudecKas
3HUedanonaTns, Xapakrepuayllasacs CEPUNHbIMU MPUCTY-
namMu no Tuny MHOaHTUIIbHbIX CNa3MOB, 3aJePKKON MCUXO-
MOTOPHOIO Pa3BUTUS U BbIPaXKEHHbIMU MapoOKCU3MasibHbIMK
M3MEHEHMAMM Ha aneKTpoaHuedanorpamme (33 no tmny
runcaputMumn). Ansa 3aboneBaHua XxapaKTePHbl KaK XOPOoLLni
OTBET Ha MEPBbIN e MPOTUBOCYAOPOXKHbLIM Mpenapart, Tak
N PE3UCTEHTHOCTb K nosiMTepanuu [14]. HepBHO-Ncuxnyeckoe
pa3BuUTUE AETEN C HEMPOKOXKHbIM MENaHO30M 4acTo He OT/KU-
yaTcsd OT TaKOBOrO Yy CBEPCTHMKOB. Manudectauma 3abo-
NIeBaHUsA TPYAHO KYNMUPyeMow MNpPOAOIKUTENbHOW FONOBHOM
60/bl0, pa3aparKMTEIbHOCTbIO, COHJIMBOCTbIO, TOLIHOTOM M
PBOTOM, @ TaKXe PUrMAHOCTbIO 3aTbIJIOYHbIX MbILIL, OTEKOM
[MCKa 3pUTENIbHOr0 HepBa CBUAETENbCTBYET O NOBbIWEHUU
BHYTPUYEPENHOro AaBNeHUs U NPOrpeccUpyloLemM rugpoLe-
danbHoMm cuHgpome [4, 5, 14]. B cTaplieM Bo3pacTe Ha nep-
BbIV NJ1aH BbIXOAAT KIMHUYECKUE NPOSBIEHNUS Pa3BUBLLMXCSH
0Onyxonen: CEHCOPHO-MOTOPHbIN AeDULMT U HapyLLleHME DYHK-
MU KMLIEYHUKA M MOYEBOro Ny3blpsi, CBA3aHHbIE C Nporpec-
CUPYIOLLMM NOpPaXKeHNeM crnuHHoro mosra [13].

AmnarHoctuka

[narHoCTUYECKME KPUTEPUM HEWPOKOKHOIO MenaHo3a
BnepBble 6bl1n onucaHbl H. Fox B 1982 . K HUM 6bin OTHe-
CEHbl HalM4YMe MEHMHreanbHOro MenaHo3a y MNauMeHTOB,
06LIMPHbBIE MM MHOXECTBEHHbIE BPOXAEHHbIE HEBYCbI 6€3
NPU3HAKOB KOXHOW MenaHoMmbl [4]. KpuTepuu 6binn nepe-
cmoTpeHbl J. Kadonaga u |. Frieden [15], 1 B HacToslwee
BPeEMS BKIOYAIOT:

® Hanuyne 6O0SbLIMX BPOMKAEHHbIX HeBycoB (> 20 cMm y
B3POC/bIX M MOPaXKeHMe KOXKM OKON0 9 CM Ha rosioBe ninu
6 CM Ha TynoBMLLE Y MAajeHLUa) MM MHOXECTBEHHbIX
HeBYyCOB (= 3) B COYETAHWN C MEHUHIeaNlbHbIM MeNaHo-
30M WU MeNaHOMOW;

® QTCYTCTBME NMPU3HAKOB KOXXHOM MeNaHOMbl, KpOMe NaLu-
€HTOB, Y KOTOPbIX pe3ynbTaTbl GMONCUX MO3roBOM 060/104-
KM NOKa3anu Hannyne JO6POKaYeCTBEHHOI0 NPoLEecca;

e QTCYTCTBME MPU3HAKOB MEHUHIEeaNbHOM MeNaHOMbl, KPO-
Me Tex NauMeHTOB, Y KOTOPbIX UCCeAOBaHHbIE KOXHble
Y4YaCTKM SBASIOTCS MMCTONOMMYECKM JOGPOKAYECTBEHHbI-
mu [4, 14, 15].

TaknmM 06pa3oM, HEMPOKOXKHbIM MenlaHO3 MOXET ObiTb
[WarHoCTMpPOBaH, AaXKe ecii ManurHM3aumnsa KOXKHbIX HEBY-
COB Mnpou3oLwna npu OTCyTCTBMMU NPU3HAKOB 3/10Ka4ECTBEH-
HbIX UIBMEHEHWI B HepBHOM cucTeme [13].

Pelwatoulyto ponb B NOCTAaHOBKE AMArHo3a MrpaeT Hanu-
YMe KOXKHbIX MPOSIBNEHUN, U AMArH03 MOXET OblTb YCTaHOB-
JIEH NpPU BU3yaSbHOM OCMOTPE NalMeHTa C y4eTOM OnMucaH-
HbIX AMAarHOCTMYECKMX KpuTepmeB [15]. Ha Koxe nauueHTa
MMELIOTCH KPYMHbIE UIN MHOXECTBEHHbIE BPOXAEHHbIE Mena-
HOLUMTapHble HeBYCbl, NpeacTaBasfowme cobon oyar nopa-
YEHWUS KOPUYHEBOTO LBETa C MJIOCKOW MM COCOYKOBOM MO-
BEPXHOCTbIO, YETKUMW TpaHuLaMU U runeptTpuxo3om. MNpu
3TOM KNETKM HeBYyca pacnpoCTpaHsAlTCs B ry6oKWe Crou
KOXXM, 06pa3ys CMoXKHble MOPPONorniyecKmne CTpyKkTypbl [16].
OpHaKo, TONbKO Yy 7% JeTen C KPYnHbIMU BPOXAEHHbIMU
HeBycamMM WMMeeTCsi MOoparKeHWe LeHTpasbHOW HepPBHOWM
cUCTEMBI, 4YTO TpebyeT rMCTONOrMYecKoro MoATBEPMAEHMUSA
MHOUNBTPALUKU MeNnaHoLMTaMK MSATKOM MO3roBol 060/104KM
[14]. HanbonblumMin pucK nentTomMenaHoLnTo3a UMeeTcs npu
fIoKanu3aumm HeEBYCOB B 06GNACTM rOMIOBbI U LUEWU, Ha KOXe
B 06/1aCT¥ MO3BOHOYHMKA, NPXU 3TOM OMUCaHbl Cly4yau HeW-
POKOXHOr0 MenaHo3a Mpu JIoKanM3aunn HEBYCOB TObKO
Ha KoHe4YHocTax [14, 17].

[na OWarHOCTUKM MENaHOUMTapHOro MOpParKeHUs Msar-
KOW MO3roBor 060/I04KM METOAOM Bbibopa ABNSETCA Mar-
HUTHO-pe30oHaHcHas Tomorpadusa (MPT). MaTonornyeckum
CYMTAETCH Hanu4yme runep- Win U30UHTEHCMBHOMO CUrHana
Ha T1-B3BelleHHbIX M306paxeHusax [4, 8, 9]. Hanbonee
4yacTon NoKanu3auuen MenaHoLMTOB ABASAIOTCA nepeaHue
oTAEeNbl NOGHbIX AONEW, MUHAANWMHA, HUXKHAS NOBEPXHOCTb
MO3¥euKa, BeHTpasibHas MOBEPXHOCTb MOCTa M NPOOroBa-
TOro Mo3ra, a TakKe BepXHeLenHbIW OTAeN CIMHHOIMO MOo3ra
NpU WHTAKTHOCTM TBEPAOM MO3roBon 060/04KM [4, 8, 9.
Mpwn atom anddepeHumaLmns 310Ka4eCTBEHHOCTM NpoLiecca
no AaHHbIM MPT goBOMbHa cnoXHa. HakonneHne KoHTpacTa,
HanM4yMe MacCUBHOIO MOPaXKEeHWs, reMopparMin Win yvact-
KOB HEKpo3a MOo3BOMAIOT MPEeAnOOKWUTb NPOU3OLLEALLYIO
ManurHmM3aumio menaHoumTtos [4, 13].

C uenbto pelleHns Bonpoca o LenecoobpasHoCTH CUMN-
TOMaTMYECKOW Tepanuu BCEM AETAM C BPOXKAEHHbIMU Kpyn-
HbIMW MM MHOXECTBEHHbIMW HEBYCaMW HEO6XOAMMO Mpo-
BeAEHWE CKPWUHWHIOBOro MarHUMTHO-pe30HaHCHoro obcne-
[lOBaHUd, »enatenbHo B Bo3pacTe Jo 4 wmec [14]. lMpwu
3TOM MHOFOKpaTHOEe MOBTOPEHWE HEMPOBU3YaNN3aLMOHHbIX
nccnefoBaHnm npy 6ecCUMNTOMHbIX Gopmax 60ne3Hn Helle-
1ecoobpa3Ho B CBSA3U C MasiblM BUSHMEM Ha MPOrHo3 [14].
Mpu npoBeaeHun nioMbanbHOMW MNYHKUMKM B Liepebpocnu-
HaNbHOW XMAKOCTU MOXET OblTb 0O6HAPYKEHO MOBLILLEHNE
YpOBHS 6€enKa U rnoKosbl [13, 18].

MapKkepom nporpeccrpoBaHus 3a6ofieBaHUA U Manur-
HW3auMKn B NpoLiecce AMHaMUYecKoro HabnoaeHns 3a naum-



Puc. 1. NMauwneHT B., 4 rona 10 mec: XpoHoNorna Te4eHns 3aboneBaHuns

[e6toT anunencun —
C BEPCUBHbIX
NpucTynos

Mo HCI —
rnapouedanus

[POrHO3 COMHUTENbHBIN.

B HacToslwee Bpems
COCTOSIHME CTabWbHO.
Bo3MmoXKHO nporpeccupoBaHune
3aboneBaHus

Pemuceuns
o anunencum

.3mec-6mec-8mec- 1 roa 2 mec - 1 roa 8 mec -4ronalomec

OtcTaet B dopmurpoBaHue Ha momeHT ocmoTpa —
NCUXOMOTOPHOM NpaBOCTOPOHHETO CcTabunm3aLms CoCTosHUS
pa3BuTUK remunapesa ¢ HapactaHuem C HEKOTOPOW MONOXKUTENLHOM

[BUWraTeNibHbIX HapyLweHWi

[MHaMWUKOM B NCUXOMOTOPHOM

lMpnumeyvaHme. HCI — HenpocoHorpadus.

€HTOM noc/e NepBuYHOM Broncum aBnseTcs 5-S-LUCTEUHUN-
aodpamunH (5-S-Cysteinyldopa, 5-S-CD) onpegensiembln B
CbIBOPOTKE KpOBMU U nuKBope [19]. B psioe nccneaoBaHumn
NOKas3aHo, 4YTO NPU NPOrpPeCCUpPOBaAHNN MeNaHOMbI (40 06Ha-
py)XXeHus MeTacTa3oB) yBennvyeHne mapkepa 5-S-CD npea-
LIECTBYET U3MEHEHUID OCHOBHbIX MOKasaTtenen — deome-
NnaHunHa n 6enka S100B [20]. B Poccumn ykasaHHbI MapKep
He uccnegyetcs.

JNleueHue

ObODEKTUBHOIO fle4eHUs HENPOKOXKHOro MeflaHo3a
He cywecTtByeT. [lpy ManurHmMsauuu npolecca npoBege-
HUE XMUMMO- UK Nly4eBOW Tepanun HeaddeKTnBHO [4, 12].
XVWpypruyeckoe nevyeHMe HEBO3MOXKHO BCeAcTBME AND-
GYy3HON MHOWABTPALMM HEPBHOW CUCTEMbI MenaHouuTa-
MK [4, 12]. NMpoBoaNTCSA TONbKO CMMMNTOMaTU4YecKasa Tepa-
nusa ¢ KoppeKkuuen rugpouedanbHOro cuHapoma nytem
NOCTAaHOBKM BEHTPUKYNOMEPUTOHEANbHOIO LWYyHTa. BpemeH-
HbI adPEKT NpU rMNEPTEH3UOHHOM CUHAPOME MPUHOCUT
Tepanus rMIOKOKOPTUKOCTEPOUAAMU per 0S, YTO, OAHaKo,
He 3amepnnseT nporpeccupoBaHus 6one3Hun [13]. C yyeTom
rEHEeTUYECKUX MPUYUH Pa3BUTUA HEMPOKOXKHOIO MenaHo3a
B HacTosllee BpemMs NpoBOAUTCSA UCCNefoBaHWe TapreTHon
Tepanuu ¢ UCMNosb30BaHUEM UHIMOUTOPOB MNOBPEXAEHHOIO
reHa [11].

MporHos

HenpoKOXKHbIM MenaHo34acTo NPMBOAUT K MEPTBOPOXK-
AeHWI0 MAn rnbenn geten B TeyeHue MepBbiX MecsueB
W3HW. [0 AaHHbIM NUTepaTypbl, CPeaHas MPOAOCIKUTENb-
HOCTb MW3HM NALMEHTOB C CUMMNTOMatUM4yeckon dopmon
HEMPOKOXKHOIO MenaHo3a COCTaBAsSeT OKOMI0 3 NET B CBA3M
Cc nporpeccupyouen anddysHon UHOUNbTpauMen mena-
HOLMTaMM MSAFKOM MO3roBon 0BGO0M0YKM U Pa3BUTUEM MpPoO-
rpeccupytowen ruapouedaniu, a Takxe BCNeAcTBUE Manur-
Hu3aumm npouecca [15]. Mpu 6eccMMNTOMHOM Te4yeHWUH
npoLecca u OTCYyTCTBMU ManUrHM3aLUumn NporHo3 6onee 6na-
ronpuaTHbin [1, 4, 9]. Accoumanma HEMPOKOXKHOIoO MeflaHo3a
¢ manbdopmaumnen leHam—Yokepa UMEET KpariHe Hebnaro-
NPUATHYIO NEPCNEKTUBY C TMOENbIO NaLMEHTOB B BO3pacTe
0o 4 net. OgHaKo, onucaH KIMHUYECKUIM Cllydal yCrewHoro
CMMMTOMATUYECKOro fIe4YeHUs1 C NMOMOLLbIO YCTAHOBKU BEH-
TPUKYNONEPUTOHEANBHOIO LWYHTa NPW MPOrpeccupytoem
rMNepTeH3MOHHO-rnapoLedanbHOM CUHAPOME Y HOBOPOXK-
LEHHOro pebeHKa ¢ MHOXECTBEHHbIMW HEBYCaMW U COMyT-

Pa3BUTUA

cTBylowen manbdopmauunen [eHan—Yokepa, npu OTCyT-
CTBMM 3/10KAYECTBEHHbIX MeNaHounToB B fiMkBope [5]. Tem
He MeHee NoJobHoe coYveTaHne aBnseTca GEeHOTUNUYECKUM
MapKkepoM 6onee ryeoKon UHGUAbTPaLMKU MenaHouuTaMu
BellecTBa Mo3ra U MArKom Mo3roBon 060/104KM U NOBbILLIAET
PUCK GbICTPON ManurHmMaaumu [5, 7].

Hw)ke npeacTtaBfeHO onucaHWe Tpex UCTOpPUI 6OoNe3HU
NauneHTOB C HEMPOKOXHbBIM MENAHO30M, KOTOPbIE HAaXOANaT-
€S N0A HaWKM HabNAEHNEM.

K/IMHUYECKHUE NPUMEPDI

KnuHun4yeckuit npuvep 1

MauuneHT B., 4 ropga 10 mec, KIMHM4YeCKUn aebroT 3ab6o-
neBaHua ¢ Bo3pacta 3 mec (puc. 1). PebeHok poawncs ot
2- 6epemeHHOCTH (1-9 — 3ameplas), NPOTEKaBLUEn C yrpo-
301 npepbiBaHus. Poabl camocToaTenbHble B CpPoK. Macca
Tena npu poxaeHuu coctaBuna 3850 r. Ha Koxe TynoBwulLa U
KOHEYHOCTEWN OTMEYaNIMCb MHOXECTBEHHbIE HEBYCHI (6onee 5)
pa3mepoM oT 2 A0 15 cM, HacTb U3 HUX C OBOSIOCEHWUEM (pUC. 2).

B Bo3pacte 3 mMec y pebeHKa Mo [AaHHbIM HEWpPOCco-
Horpaduu BbiBNeHa rugpouedanns. C 6 Mec manbyuK
cTan oTcTaBaTb B MNCMXOMOTOPHOM pa3BWTUKM. B Bo3pac-
Te 8 Mec BMnepBble NOSABUINCH 3NUIENTUYECKUE MPUCTYMbI
BEPCMBHOr0 XapaKTepa: C MOBOPOTOM [1a3 U rofoBbl BNEBO
no 20 pas/cyr. B pganbHenwem nNpuCTynbl HOCUAW MOMU-
MOPOHbI XapaKTep M UBMEHSAIUCL B TeYeHWe roaa Ha doHe
nog6opa Tepanuu: NEBOCTOPOHHUE TEMWKOHBY/bCUBHbIE,
COMpPOBOXJaeMble peBEPCUEN FONOBblI U a3 BAEeBO, GUK-
cauuen B3opa Ao 20 pas/CyT, CO CHATUEM PYK B Kynakw,
HanpsXXeHWeMm, paclMpeHneM 3padvkoB MPaKTUYECKU Ka-
AbIV 4ac; KNOHUKM NPaBOM HOMM M NpaBoro rnasa 6e3 Hapy-
LWeHna Co3HaHusa Ao 5 pas/cyT; 3amupaHus, CONpPoBOXKAa-
eMble KNOHWSIMW NpaBoOW HOMW; Mocsie npucrtyna — pBoTa.
MocnenHu NpucTyn 3aperucTpupoBaH B Bo3pacTe 1 roaa
8 mec. B BospacTte 1 roga 2 Mec NosiBUIMUCh BblParKeHHbIE

Puc. 2. MNauuneHT b., 4 roga 10 mec: KpynHble MUITMEHTHbIE NATHA
C rMNepTpMxo30M Ha cnuHe (A) 1 3agHen NOBEPXHOCTK rofieHu (b)

Ny
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KnuHun4yecKoe Ha6GnogeHue

Puc. 3. MNauuneHT b., 4 roga 10 mec: MarHMTHO-pe30oHaHCcHas
Tomorpadus ronosHoro (A) u cnuHHoro (B) moara

oYyaroBble U3MEHeHUs aBuratTenbHon cdepbl — cHopMUpo-
BaJICA BEPXHWUI MPaBOCTOPOHHWI MOHOMNapes.

Ha momeHT ocmoTpa (Bo3pacT 4 roga 10 mec): B aKTUB-
HOM peuyn pebeHKka 10 npocTbix cnoB, Gpa3oBON peywn
HeT, obpalleHHy0 pedb NoHMMaeT. MHCTPYKLMKU BbIMOMHSAET.
[UrneHnyeckune HaBbikM chopmmrpoBaHbl. CO CTOPOHbLI Yepern-
HO-MO3roBbiXx HEpPBOB 6e3 ocobeHHocTen. CnacTuyeckum
Tepanapes, rpybee BblpaXKeH B 1€BOM PyKe U B HOrax, ycu-
NIMBaeTCs Npu BepTUMKanusauuun. CyxorunbHble pednekchb
S = D ¢ pyK, C HOI — BbICOKME CMMMETPUYHbIE C pacLiu-
peHvem pedneKcoreHHon 30Hbl. [loxodKa crnacTuKonape-
TMYecKas. B HacToslee BpeMs NepuognMyeckn oTmevaetcs
ronoBHas 60/b, Kynupyemas néoynpodeHom.

o pgaHHbIM MPT ronoBHOro v CriMHHOro Mo3ra: B BO3-
pacTe 8 MecC Yy NauneHTa BbIB/IEHbl NPU3HaKKM Manbdopma-
umMmM OeHan—YoKepa, KOMMeHcupoBaHHasa ruapouedanus,
CUPUHIOMMUENNA Ha BCEM MPOTAKEHWUU CMUHHOIO MO3ra,

Puc. 4. MNaumneHtka Y., 2 roga 7 Mec: XpoHONorus Te4eHns 3aboneBaHus

YTO/WEHHAs KOHEYHAs HUTb, HU3KOE PacMoiOKEHME KOHyca
Ha ypoBHe L4 ¢ anddy3HbIM HAKOMIEHUEM KOHTPACTHOrO
BellecTBa 060/104KaMK CMIMHHOMO MO3ra.

C y4yeTOM BbISIBEHHbIX M3MEHEHWIN Majb4YMKy B BO3-
pacte 2 fneT NpoBOAWSIOCH ornepaTuBHoe JfedeHne B HUU
Henpoxupyprum um. H.H. BypaeHko (MockBa): gekomnpec-
cua KpaHumoBepTebpanbHOro nepexoga, 6uorncua 060104eK
CMWHHOrO Mo3ra Ha ypoBHe L4-L5, nepecevyeHne KoHeu-
HOM HUTKU, deHecTpauuss CUPUHTOMUENUYECKOW KUCTbI.
BeHTpurKynoneputoHeansHoe WwWyHTMpoBaHue (BILU) cnpaBa.
Mo naHHbIM 6GMOMNCKKM BbIIBNEHA LEeNNtongpHasa Hernpobubpo-
Ma, nHaekc nponudepaunn Ki 67 < 5%.

B HacTosiwee Bpems (Bo3pacT 4 roga 10 mec) y pebeHKa
OTMEeYaeTCcs MONoXUTENbHAA AMHAMWKa B MCUXOMOTOPHOM
pPasBWUTUKM, [OOCTUTHYTa KIMHWUKO-HEMpOhM3MONornyeckas
peMmuccus anunencun (3 roga) Ha GoHe MOCTOSTHHOIO KOM-
OGMHUMPOBAHHOIO NpMema npenapata BasabNpPOEBON KUCNOTbI
B cyTo4HOM ao3e 30 Mr/Kr u oKcKkapb6asenuHa B CYTOYHOWM
nose 34 mMr/kr maccol Tena. o gaHHbiM BUaeo-33I MOHMK-
TOPUPOBaHKA B TeyeHue 3 4 ¢ perucrpaumen AHEBHOIO CHa
3NUNENTUMGOPMHON aKTUBHOCTU He BbISiIBNEHO. [10 AaHHbIM
MPT ronoBHOro mMo3sra — TaKe cTabmnmsaumns HempoBU3y-
aNU3aLMOHHbIX UBMEHEHUN.

lpu o6cnegoBaHum B 2016 r.. MPT-KapTvHa noKanb-
HOFO0 M3MEHEHWs MO3roBblXx 0060/04eK o6nacTn naparun-
noKamnasnbHbIX W3BWUAUH (HEMHTEHCUMBHOE HaKOMNJIeHUe
KOHTpacTa) C COMyTCTBYOWMUMU TNMO3HbIMU W3MEHEHMS-
MU MpUIEXKaLMX Y4acTKOB BellecTBa Mo3ra; Manbdop-
Mauns [eHan—-Yokepa; naTtepoBEHTPUKYN0ACUMMETPUS,
coctosHue nocne BILW; anddysHoe noparkeHne o6o04eK
CMWHHOrO MO3ra, €AUHUYHbIE CUPUHTOMUENNYECKUE MONO-
CTU CTBOMA CMWHHOrO Mo3ra (MONoXUTenbHas AWHaMUKa
B cpaBHeHWn ¢ 2015 r. B BUae YMEHbLUEHUS KONMyecTBa
BM3yanu3npyemMbiX CUPUHTOMUENNYECKMX MONOCTEN 3a cHeT
6osee Mefikux nonocren (puc. 3).

KnuHuyeckun npumep 2

[MaumeHTka Y., 2 roga 7 MecC, KIMHUYECKUMH aebtoT
3aboneBaHusa B Bo3pacTe 2 net (puc. 4). PebeHok poauncs
oT 1-n 6epeMeHHOCTH. M3 aKyllepCKO-TMHEKONOrMYEeCcKoro
aHaMHe3a MaTepu U3BECTHO, YTO el MPOBOAMIN NleYeHune
no nosogy 6ecnnoaus. [leBoyka poamnacb B cpoK. Macca

Mpun nageHumn BtopuyHo-
C BbICOTbI pocTa reHepannso-
yaapunacb BaHHbIN
3aTblIKOM, CO3HaHKe CYAOPOXHbI
He HapyLlanocb npucTyn

YxyaweHue: cnabocTb, CHUXEHWE anneTuTa, pBoTa.
Btopas rocnutanusdaums 8 HOAKB. MPT ronoBHoro
MO3ra: HapacTaHue NepUBEHTPUKYISPHON IENKONaTUH,
HaKOM/IEHUSI KOHTpacTa HeT. JleyeHne ¢ adPeKTOM.
MocTOAHHbBIN NpUeM nNpeaHn3onoHa 1 Mr/Kr B cyT

MporHo3s
He6MaronpPUSaTHbIN

2 rona Il 2 rona 3 vec Il Yepes 5 aren Il 2 rona 3 vec Il 2 roa 4 vec Il 2 rosa 7 mec

PacteT kKanpusHo#, CHUKeHne MNepas rocnutanuadauna 8 HOAKB.
BO36YAMMOMN. annetuTa, oTKas MPT ronosHoro moara:
Passutune OT e/bl, 60/1b NepPVUBEHTPUKYNSPHaN Nenkonatus,
no Bo3pacrty B XXWBOTE, pBOTa NMPU3HaKK BHyTPUYEPENHOM
runepTeH3un. JledeHune ¢ ahpexkTom

YxyaweHue: Ho4Hoe 6eCrNOKOMCTBO He KynupyeTcs
néynpodeHoM. CHxKeHne adbdeKTUBHOCTH
npeaHn3osoHa. lMosiBNeHne 04aroBon CUMNTOMATUKM:
NIEBOCTOPOHHAA NMPaMUAHaA HeJOCTaTOYHOCTb.
BTopow cynopoxHbiin npuctyn. MPT ronoBHOro mosra

lMpumevanne. HOOAKB — Huxkeropoackas obnactHas feTcKas KIMHUYecKas

60onbHMUa, MPT — MarHUTHO-pe3oHaHcHas ToMorpadus,
Bl — BeHTpUKynonepuToHeanbHoOe WYHTUPOBaHHE.

W CMIMHHOIO MO3ra: HapacTaHWe NepUBEHTPUKYNAPHOTO
rN1Mo3a, peaKTUBHbIE U3MEHEHUS NayTUHHOW 0600YKH.
MNHTEHCMBHOE HaKoMeHne KoHTpacTa 060/104KaMu
CMWUHHOIO M roNoBHOro Mo3ra. lNoctaHoBKa Bl




Tena npu poxaeHumn coctasuna 3900 r. NcuxomoTopHoe
pa3BuTMe pebeHKa COOTBETCTBOBANO BO3pacTy. [eBoyka
pocna BO30OYyAMMOW, 3MOLIMOHANbHO-1abUIbHOW, Kanpua-
HOW. Ha Ko)e BbIIBNANIMCb MHOXeCTBEHHble (6onee 5)
HeBYyChl pa3Horo pasmepa (ot 1,5 o 5 cM) ¢ 0BOJIOCEHUEM
N COCOYKOBOW MOBEPXHOCTLIO (Ha TyN0BMLUE, TbiIIbHOW CTO-
pOHe NpaBOW KUCTH, HOrax).

B Bospacte 2 neT 1 Mec [eBOYKa yaapunacb 3aTbl/IKOM
Ha [EeTCKoW nnowajke (NageHwe c BbICOThbl pocTa), Yyepes
[IeHb OTMe4YeHa pBoTa. Yepes 2,5 mec pa3Buicsa BTOPUYHO-
reHepann3oBaHHbIN CyLOPOXHbIA NPUCTYN. B TeyeHne 5 cyt
[10 AeboTa CyaopOXKHOr0 CMHAPOMa y pebeHKa oTMeYanmchb
BSINOCTb, CNaboCTb, CHUXEHME anneTuTa, 0TKa3 oT efbl, Nepu-
oaMyeckM — 60Mb B KMBOTE M pBOTa. MNauuneHTKa goctaBne-
Ha B HEBPOOrMyecKkoe otaeneHne Huxeropoackon obnact-
HOW OETCKOW KNnHUYecKkon 6onbHuLbl (HOAKBE).

B HeBposorudyeckoMm crtaTyce BbiiBleHa PUrMAHOCTb
3aTblIOYHbIX MbILUL, O4aroBblX HEBPONOrMYECKUX BbinNage-
HWUN HE OTMEYEHO.

Ha rma3Hom gHe onpeaensncsa 3acTOMHbIA ANCK 3pUTENb-
HOro HepBa 1-1 cTeneHu no TpoHy.

lNpu ntom6aabHOM MYHKLUMKU: B MIMKBOPE LUTO3 — 1 KN./MKI
(Hopma ao 5), 6enok 0,2 r/n (Hopma ao 0,4).

PegynbTathl aHa/in3a KpOBM Ha OHKOMapKepbl (beppwu-
TWH, Hempocneundbunyeckas eHonasa, anbpadeTonpoTenH)
oTpuuaTenbHble. lMoka3aTtenu GUOXMMWMKM KPOBM (MNIOKO3a,
depMeHTbl — acnaptataMuHoTpaHchepasa, anaHuHamu-
HoTpaHchepasza, KpeaTuHdOocHOKMHA3a, nakTaTaernapore-
Hasa, 6UANMPYOGUH, MOYEBMHA, KPEATUHWUH; 3NEKTPONUTbI —
Ka/lMi, HaTpWW, KanbLUW, XNopuabl) B npegenax AonycTUMbIX
3HAYEeHUN.

CO CTOPOHbI BHYTPEHHMX OPraHoB NaToNorMmn He BbIIBNEHO.

o gaHHbIM MPT rosoBHOro mMosra: NepUBEHTPUKYNSAP-
Has NenKonaTtusi, MPU3HAKU BHYTPUYEPENMHON TMMNEPTEH3UM
(puc. 5).

PebeHKy npoBeaeHbl Kypc aermapartaumn roKo30-cone-
BbIMWM pacTBOpamMu, CMMMATOMaTuyecKas Tepanus (MMMyHO-
rno6ynnH YenoBeYECKUM HOPManbHbIN, aLeTazonammug, Kanms
W MarHusi acnaparuHat, ronaHTeHoBas KUcnoTa, MMPUAOKUCH-
Ha rmapoxnopug), aHTubakTepuanoHaa Tepanus. JOoCTUIHYTO
KNMHUYECKoe ynydlleHne B BUAE AHEBHON aKTUBHOCTM M YAyY-
LLIEHNSI HOYHOTO CHa, AEBOYKA CTana MeHee KanpuaHa.

Yepes 4 cyT nocne BbINMUCKU pebeHKa M3 cTauuoHapa
BHOBb MOSBMINCL CNabOCTb, CHUXEHWE annetuTa, NoBTop-
Hble pBOTbl. B HeBponornyeckom cratyce — 6e3 o4varo-
BbIX BblMaJeHWN, NPK OCMOTPE AEeBOYKa KanpuaHas, Banas.
MpoBoannocb BnAeo-33 MOHWUTOPUMPOBAHME: 3apEerncTpu-
poBaHa O6unatepanbHO-aCMHXPOHHAasA anunentTudopmHas
AKTUMBHOCTb (OCTPbl€ BOSHbI, E4MHUYHbIE KOMTMJIEKCbI OCTpas-
MeAneHHas BOMHA) C aKUEHTOM B /IOGHO-BMCOYHbLIX OTBE-
aeHusx po 15 ¢ amnnutygon 250-300 MKB BO Bpems cHa.
MpoTnBOCYAOPOXKHbIE NpenapaTbl He HagdHavYanuchb.

Mpu npoBeaeHUM MOBTOPHOro ob6cneaoBaHWsa BbiiBE-
HO MOBbIWEHNE YPOBHS KpeaTUHOOCHOKMHa3bl B 2 pasa
(7,07 npu pedepeHcHbIX 3HadyeHusax 0,4-3,4 MKKaT/n).
Bo Bpems cytoyHoro AKIM-mMoHUTOPUPOBAHUS BbIIBNEH CUHA-
pPOM aBTOHOMHOWM AMCPErynsiuMuM no Tuny BaroToHuW. [lpu
nostoperHur MPT ronoBHOro Mo3ra ¢ KOHTPacTHbIM YCUIIEHU-
eM (4epe3 1 mec nocne nepBoro obcnenoBaHus) y pebeHka
OTMeYeHa oTpuuaTe/bHas AMHaMuKa B BMAE YBEMYEHNS pas-
MEPOB MEPUBEHTPUKYNSAPHON NenKonaTtum, yMEepPeHHo Bblpa-
KEHHas BHYTPEHHSAS CUMMETpUYHas ruapouedanus 3amecTv-
TENbHOMO XapaKTepa; HaKOMNEHUS KOHTpacTa He OTMEeYeHOo

Puc. 5. MNauneHtka Y., 2 roga 4 Mec: N0 JaHHbIM MarHWTHO-
pe3oHaHCcHOM Tomorpadum ronoBHOro Mo3ra onpeaenstoTcs
NepuUBEHTPUKYNAPHAA NenKonaTusa, NPU3HaKu BHYTPUYEPENHON
rUNepTeEH3nn

Puc. 6. MNaumneHtka 4., 2 roga 5 mec: NOBTOpHas MarHUTHO-
pe3oHaHcHas ToMorpadus rofloBHOro Mo3ra, BbINOMHEHHAs CMyCTS
1 Mec HabnaeHns

(puc. 6). Hepes 1 mec OT Havana Tepanuu AOCTUrHyTa HopMa-
NIM3aLMs KapTuHbI rMas3Horo AHa. B xoae HacToswwen rocnuta-
NM3aLMn Kpome AernapaTalMoHHOro M CMMMNTOMaTUYEeCKOro
NleYeHns HayaT Kypc ropMOHasbHOM Tepanuu LekcameTtaso-
HOM MHBEKLMOHHO C MEPexoaoM Ha NepopasbHbli NpegHu-
30/10H B o3e 1 MI/KF B CYT C MNMOJNIOXWUTENbHON AUHAMUKOMN:
[JEeBOYKa CTana aKTMBHee, MeHee KanpuaHa, XOpoLLO BbIMoS-
HSeT NPEeANOXKEeHHbIE UHCTPYKUMK. TIpyU MOMbITKE CHUXKEHMSA
[103bl NPeAHN30/I0Ha OTMEYaNnoch yXyalleHne caMoYyBCTBUS.

B TeueHne nocnegywowmnx 2 mec npebbiBaHMA OOMa
AMHaMMKa COCTOSIHUSA BOJIHOOGpa3Has, anneTUT CHUMXKEH,
nepumoanyeckn y pebeHKa oTMeyanocb HOo4YHoe 6eCrnOoKOoM-
CTBO (KynupoBasocb npueMom wubynpodeHa € nocTeneH-
HbIM YBEMYEHUEM [03bl U3-3a CHUKEHNS 3DDEKTUBHOCTH).
[OnnTenbHOCTb NepMoaa MaKCcMmanbHOM CTabunnsatrmm cocto-
SAHWS C yNy4lWeHUneM caMo4vyBCcTBUS cocTaBnana 10-14 cyt.
MexKay «CBETNbIMU» MPOMEKYTKaMK y pebeHKa oTMevanuchb
nepuoabl BAOCTU, MIAKCMBOCTH, Yalle YTPpoM (Npu npueme
YTPEHHeW [03bl NpefHU30/10Ha OTMeYeHa MONOXUTEeNbHas
IMHaMWKa, B TeYeHWe AHA CTaHOBMIACh aKTMBHee, Becenee,
«pasryaMsanachb).

B 2 roma 7 MecC COCTOSIHWME MaUMEHTKWM YXYALIMIOCH.
[eBo4Ka cTana o4yeHb GECMOKOMHOM, XBaTanacb 3a rosoBy,
nepecTtana crnatb HO4Ybto, NPU NPOBYKAEHUN MNaKana; ucyes
abdeKT oT nbynpodeHa, yTpeHHsAs Ao3a NpeaHM30/10Ha CTana
HeJOCTaTO4YHOW, K BeYepy BO30OHOBAANINCE pe3Kas BANOCTb,
KanpusHocTb. [pn TpaHCNOPTUPOBKE B CTaLMoHap — (IIoK-
TYMPYIOLWLMIA YPOBEHb CO3HAHWUS, JeBOYKa «3aKaTblBana» ra-
3a, He y3HaBana MaMy (3Bana v cnpalwunsana: «f[ge mama?»).

lpu ocmoTpe BblpaxKeHa pUrMaHOCTb 3aTblIOYHbIX MbILLLL.
BrepBble BbISIBE€HbI 04aroBble U3MeHeHWs B BUAE 1EBOCTO-
POHHEN MMPaMUAHOM HEAOCTATOYHOCTM C npeobnajaHuem
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Puc. 7. NaumneHTka Y., 2 roga 7 Mec: MarHMTHO-pe30HaHCHas
ToMOrpadusi ronoBHOro (A — HaTUBHbIE CHUMKK; B — KOHTpacTHoe
YCUNIEHUE) U CMUHHOIO (B — HATUBHO U C KOHTPACTHbIM YCUNEeHUEM)
MO3ra, BbINOJHEHHANA Yepe3 2 Mec HaboAeHNs

B /1eBOM HOre, NoBbIWEHUEM MbILEYHOIO TOHYCa U OXXUBJIE-
HUEeM pedsieKCoB.

lpn o6cnegoBaHuM B AMHAMMKE OGHapPYXeHO MNOBbI-
leHNe aKTUMBHOCTU KpeaTUHPochOKMHa3bl B 4 pasa
(mo 15,5 MKKaT/n), OHKOMapKepbl (PeppuTHH, Henpocne-
uMduryeckas eHonasa, anbdadetonpotemH — B npegenax
[ONyCTUMbIX 3Ha4veHuin. [pu npoBegeHun nombanbHOU
NyHKUMKU: UMTOo3 — 1 KI./MKA, 6enok 0,28 r/n, caxap
2,6 mmonb/n (Hopma 2,5-4,4), xnopuabl 107 mmonb/n
(Hopma 120-130).

lpu B1aeo-93I MOHUTOPUPOBaHUU B TEHEHUE 4 4 BO CHE!
anunenTMdopmMHas aKTMBHOCTb OGuaaTtepanbHO-aCUHXPOH-
Has (ocTpble BOJIHbI, OCTpas-mea/ieHHas BofiHa) ao 1-3 ¢,
C aKLLeHTOM B JIOOGHO-BUCOYHbIX 06nacTsX; nepes npobyxae-
HWEeM — HU3KOaMMIUTygHasa 3MNWaKTMBHOCTL (ocTpas-mes-
fleHHas BOJSIHA) B TIOGHO-BUCOYHbIX 06/1aCTSX.

Puc. 8. MNauueHT C., 5 neT: xpoHonorus Te4eHns saboneBaHus

Hapocnu nameHeHus Ha ma3HoM [He: 3aCTOMHbIN OUCK
3pUTENbHOr0 HEpBa crnpaBa 2-i cteneHu No TpoHy, KpaeBon
OTEK AMCKa 3pUTENbHOro HepBa cnesa.

o gaHHbIM MPT rosioBHOro Mo3sra 'y pebeHKka 3Ha4yuTeNnbHO
BblpaXkeHHasa oTpuuaTeNbHasa AMHaMKUKa: HapacTatowmi nepw-
BEHTPUKYNAPHbIA W03, BHYTPEHHAS CUMMETPUYHAs rMapo-
uedanus ¢ paclumpeHmem 6asanbHblX LIUCTEPH; PEaKTUBHbIE
M3MEHEHUS MayTMHHOW OO6O0SIOYKM TOMIOBHOIMO MO3ra C AUb-
dy3HbIM HaKOMIEHMEM KOHTPACTHOro BellecTBa; AnbOY3-
Hoe nopaykeHue 060/I04EK CMMHHOIO MO3ra C MHTEHCUMBHBLIM
KOHTpacTUpoBaHWeM 060/104EK MPEUMYLLECTBEHHO B LIEMHOM
W TPpyAHOM OTAenax; MaTosorMu BellecTBa CMMHHOIO Mo3ra
He BbISIBNIEHO (puc. 7). HecMOTps Ha MHTEHCUBHYIO CUMMNTOMA-
TUYECKYIO M AernapaTalmoHHY0 Tepanuio, COCTOSHME AEBOYKM
0CTaBanoCb TKENblM, HapacTana 04aroBbl HEBPONOrMYECKUI
fedvumnt. 3a Bpems CcTaluMOHapHOro HabnoaeHUs pasBuncs
BTOPOM BTOPWMYHO-rEHEPANN30BAHHbIA CYAOPOXHbLIM MPUCTYN
C BblpaXK€HHbIM BEPCMBHbLIM KOMMOHEHTOM B BMAE MOBOPO-
Ta ronoBbl U a3 BNPaBO MPOAOCIKUTENBHOCTbIO A0 3 MMUH.
K Tepanuu Gbina NoaxIYeHa BanbnpoeBas KMCNoTa B CcTap-
ToBOW A03€ 10 Mr/Kr B CyT. B CBSI3M C yXyALIEHWEM COCTOSIHMSA
M CHUKEHWMEM OTBETA Ha NepopasbHble MnpenapaTbl AeBOY-
Ka nepeBefeHa Ha WHLEKLMOHHYIO Tepanuio [eKcameTaso-
Hom. B ycnosusax HOAKB nposeaeHo Bl ¢ BpeMeHHbIM
NoSIOXKUTENbHBIM 3pdeKToM. bruoncrmen Mo3roBbix 060104EK
NMOATBEPHKAEHO HaNuyuMe NenTOMEHUHreanbHON MeNaHOMbI.
Pe6eHoKk HanpaBneH B depepanbHbli HayYHO-KIMHUYECKUI
LEeHTP AETCKOM remartonornu, OHKOMOrMM U MMMYHONOMUK
num. Imutpus Porayésa, rae NpoBoasdTCs Kypcbl XMMUOTEPAuUn.

KnuHuyeckui npumep 3

MaumnenT C., BO3pacT 5 NeT, KMHUYECKNiA AebtoT 3aboneBa-
HMa B Bo3pacTe 5 neT (puc. 8). PebeHoK poaunncs ot 1-i 6epe-
MEHHOCTH, NMpoTeKaBlen 6e3 ocobeHHoCcTEN. Poabl CpoYHbIe.
McMXOMOTOpPHOE pa3BUTME MaslbiMKa COOTBETCTBOBANO BO3-
pacTy. Ha Koxe pe6eHKa BbISIBIS/IMCb MHOXECTBEHHbIE HEBYChI
(6onee 5) paamepom o1 2 4o 10 cMm, YaCTb U3 HUX C OBOSIOCEHMU-
eM (puc. 9). Ha koxe nba, Ha rpaHuLe ¢ 30HOM pocTa BOSIOC, —
HeByC oKkoso 10 ¢M B AMaMeTpe, TPaBMUPOBaH (MOBpeXKAeH e
KOXW N6a C paccevyeHneM, HaNOXKEHbI KOXHble LUBbI).

B Bo3pacte 5 net y nauueHta Habnoaanucb ann3oabl
no TUNy «3aMnpaHus» 4o 2—3 C C NOCNEAYIOWMM NPOJOIKE-
HWEeM HayaTtoro aencteus. B ge6iote 3aboneBaHns — exe-
[HEBHbIE 3MM30/bl «3aMUPaHUN».

B HeBposiornyeckom ctatyce 6e3 04aroBOi NaTonornu.

lpu npoBegeHnn 33y pebeHKa 3aperncTpmupoBaH abcaHc,
COMPOBOXAAEMbIN BGunatepanbHO-CUHXPOHHOW 3anuaenTudop-
MHON aKTMBHOCTbIO (KOMMMIEKCHI OCTpas-MeaneHHas BO/Ha C
yactoton 3 [lL — MKTanbHbIK NaTTepH abcaHca) (puc. 10).

[e6toT anunencum ¢ abcaHcamu. Jetckas
abcaHc-anunencua? Unu cumnToMmaTtuyeckas
anunencus ¢ 106HbIMKM abcaHcammn?

MporHo3 OTHOCUTENBHO
6naronpusATHbIN (40 Havana
NporpeccMpoBaHns MenaHosa)

Pazsutne
no Bo3pacrty

Ha doHe neveHuns npenapataMu BanbnpoeBow
KWUCNOTbl MPUCTYMbl KYNMPOBaHbI




Puc. 9. NaunenT C., 5 neT: MHOXKECTBEHHbIE HEBYChI Ha KOXe
CnuHbl (A), KPYMHbIM HEBYC Ha 3aAHeN NOBEPXHOCTH roneHu (b)

Puc. 10. I'IaumeHT C., b neT: uKTanbHbIN NaTTepH abcaHca
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Puc. 11. MauyueHT C., 5 net. dparmeHTbl 3N1eKTpo3HLedanorpammsi:
3anucb BO BPEMS CHa (pa3eneHbl BepTUKanbHOM YepTown)
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Ta6nuua. OCOGEHHOCTU TEYEHUSI HEMPOKOXKHOIO MenaHo3a y eTew

Puc. 12. MauueHt C.,

5 neT: No AaHHbIM MarHUTHO-
pe3oHaHCcHoM Tomorpadum
rofIOBHOrO MO3ra 04aroBbIX
M3MeHeHUI BellecTBa Mo3ra
M y4acTKOB NaTo/0rM4ecKoro
KOHTpacTUpoBaHus

He 06HapyeHOo

lMpu Buaeo-33I mMoHu-
TOpMpOBaHMM BO Bpems
CHa 3aperucTpupoBaHa
anunentTndopmHas aKkTuBs-
HOCTb B BMAE KOMMIEKCOB
ocTpasf-MeAsieHHasa BOJHa
B BMIE KOPOTKUX GunaTte-
panbHO-CUHXPOHHBIX BCMbl-
WeK C aKLEeHTOM B JIOGHO-
TEMEHHO-BMUCOYHbIX OTBEje-
HUAX (puc. 11).

Mo gaHHbIM MPT rosoB-
HOro Mo3ra: 04aroBbIX W3-
MEHeHWI BellecTBa Mo3ra
M yyacTKOB nartosnoruye-
CKOro KOHTpacTUpOBaHUSA
He BbIiBAEHO (puc. 12).

Mo paHHbIM ynAbTPa3By-
KOBOIro MCC/Ne[0BaHUS BHY-
TPEHHMUX OpraHoB BbisiBE-
Ha gedopMauus KenyHoro
ny3bIps, KanbLWHAaTbl CENIE3EHKM, CMIIEHOMErasus, Co CTOpPO-
Hbl cepLa — YMEpPEHHbIN Nponanc MUTPanbHOro KianaHa.

Yepes 1,5 mec oT fe6ioTa 3ab60/ieBaHUs Mallb4MKy HavaTa
Tepanus npenapatoM BasbNpoeBOM KUCAOTbl C TUTpaLMen
CYTOYHOM A03bl A0 25 MT /KT B CyT NOA KOHTPOIEM YPOBHS KOH-
LleHTpaL M1 BanbnpoeBON KMCNOTbl B KPOBU. B TeyeHune 1 mec
Tepanuu AOCTUTHyTa KIMHUYECKas peMUCCUS ANUNENCUMN.

B HacTosillee BpeMsa 3a NauueHTOM MpPOBOAUTCS KIW-
HUYecKoe HabnaeHWe, Manb4yvMK NPOLOMXKAET NpUem npe-
napaTta BaJiblIPOEBON KUCOTbl B CyTOYHOM [03€ 25 Mr/Kr
B CyT; 3anjaHupoBaH KOHTPO/b BHAe0-33I yepesd 6-8 mec
C MOMEHTa JOCTUKEHNS PEMUCCUN.

OBCYXAEHUE

OnuncaHHble KAMHWYECKME Cly4yan AEMOHCTPUPYIOT MOSu-
MOpdMU3M BO3PaCTHOro AebioTa, KIMHWUYECKUX CUMMMTOMOB,
TeyeHna 3a60neBaHns ¢ NPaKTUYECKU MHAMBUAYaNbHBIM OTBE-
TOM Ha Tepanuio M AanbHewnlero nporHosa (tabn.). Cpeau
pasnunynin 6onblle BCEro BONPOCOB BO3HUKAET B OTHOLLUEHMM
3MUNENCUN B CTPYKTYpE HEMPOKOXKHOIO MenaHo3a. Y OfHOro
pebeHKa 3T0 NPOSBEHUSA CUMMNTOMATUYECKON GOpPMbI, Y ApY-
rOro — CyAOPOXHbIM CUHAPOM, BEPOSITHO, CBA3AHHbIV C IEKOM-
neHcaumen BHYTPUYEPENHOM TMNEPTEH3UN U HE ABASIOWMIACA
3NWENCHMen Kak TaKoBOW, B TPETbEM e CllyYae He WUCKIIO-
YaeTcs COBMECTHOE TeyeHue [ABYX KOMOPOMAHbIX Apyr Apyry
3aboneBaHui, 4To TpebyeT AanbHenwero HabngeHus.

N3MEHeHUs CTBEHHbIE HEBYCbI KOPHY-
HEBOrO LiBeTa C NJI0CKON
WM COCOYKOBOW MOBEPX-
HOCTbI0, YETKUMU rpaHuLa-

MW U TUNEePTPUXo30om [16]

OcobeHHOCTH YacTto mepTBOpOXKAEHME, BepemMeHHOCTb € yrpo3omn MoarotoBKa Bes ocobeHHoCTEMN
nepuHaTanbHOro WAKn getv norubalot npepbiBaHus, Npeablay- K 6epeMeHHOCTH,
nepuoza B Te4eHWe nepBbIxX was — 3amepLias Tepanus 6ecnnoaus
MecCALEB *KU3HHU [4, 6, 9]
Bo3spacT KnuHuye- MepBble 2—-3 roaa XM3Hu 3 mec 2ropa 5 net
cKoro ge6tota [4, 10]
KoxHble KpynHble nnn MHOe- MHOeCTBEHHbIE HEBYCbI MHOKeCTBEHHbIE HEBYCbI MHOKeCTBEHHbIE HEBYCbI

(6onee 5) 2—15 cm, 4yacTb
13 HUX C OBOJIOCEHMEM

(6onee 5) 2-10 cm, 4acTb
C OBOJIOCEHMEM, Ha KOXe
n6a TpaBMUPOBaHHbIN
HeBYC (HaKnaAblBanuch
KOXHbl€ LIBbI)

(6onee 5) 1,5-5cm
C OBOJIOCEHUEM

1 COCOYKOBOWM
NOBEPXHOCTbIO
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KnuHun4yecKoe Ha6GnogeHue

Ta6nuua. lpogoskeHue

ruapouedanbHbIv
CUHAPOM, U3MEHe-
HWS rNas3Horo AHa

rofloBHble 60/u,
pasaparKUTenbHOCTb,
COHNMBOCTb, PBOTA,
PUrMAHOCTb 3aTbTOYHbIX
MbILIL, ¥ OTEK ANCKOB
3pUTENbHbIX HEPBOB

HewnpocoHorpaduu.
KnuHunyecku:
nepuoanyeckme
rofoBHble 60K

cnabocTb, BANOCTb,
KanpuaHoCTb, OTKa3

OT efbl, 6ECMOKONHbIN HOY-
HOWM COH. 3aCTOMHbIN AUCK
3pPUTENLHOrO HepBa 1—2-#
cTenexu (IMHaMuKa B npo-

JeTtepMmuHaHTa JlutepaTtypHble flaHHble MauyueHT B. MayuneHTKa 4. MauyueHt C.
HepBHo- MpenmyLecTtBeHHO OtctaBaHue Mo Bo3pacty Mo Bo3pacty
ncmMxumyeckoe no Bo3pacty [4, 5, 15] NCMXOMOTOPHOIO Pa3BUTUSA
pa3BuThe
MNepBble MonumopdHsl [4, 6, 12] Mo aaHHbIM Bsinoctb, cnabocTb, AnunenTMYecKu CUHAPOM
KNUHUYECKHNe HenpocoHorpadpum — CHWXXeHUWe anneTuTa, oTKas | ¢ pa3BUTUEM NPUCTYMNOB
CUMMTOMBI ruapouedanuns OT efbl, TOLWHOTA, rMnep- M0 TUMNY TUMUYHbBIX

TEH3WOHHbI CUHAPOM abcaHcoB
Accouunaums B 10%. O6uwHoCTb Ja Het Het
¢ Manbdopmavmen natoreHesa. YxyalweHve
[enan—Yokepa nporHosa [4, 5, 12]
MNnepTeH3MoHHO- TpyaHO Kynupyemble C 3 Mec, No AaHHbIM C 2 net. KnnuHnyecku: Het

W CMNUHHOIo Mo3ra

Hekpoay [4, 13]

BellecTBa MO3ra; Masb-
dopmauma leHan—Yokepa;
naTepoBeHTPUKYN0acUM-
meTpus, anddy3Hoe nopa-
YKeHne 060/104eK CMMHHOIO
Mo3ra, eAMHUYHbIE CUPUH-
roMUennM4yeckue noaocTu
CTBO/A CMUHHOIO MO3ra

M3MEHEHUS NayTUHHOM
060/104KM FONIOBHOMO
mMoa3ra; anddysHoe nopa-
eHne 060104eK CMMHHOro
Mo3ra, NPenmyLLeCTBEHHO
B WEWHOM W rpyaHOM
oTgenax

[4,5, 15] Liecce HabnoaeHus)
Anunencusa Monumopduam C 8 Mec nonnmopdHble Bcero 2 BTopuyHo-reHepa- | B 5 net — a6caHcbl
B CTPYKType 3MUNENTUHECKUX NPUCTYNbl, NOCNeLHUA — JIN30BaHHbIX CYAOPOXHbIX | C XapaKTepHbIM UKTasb-
HENPOKOXHOro npUCTynoB: ¢oKasbHble B 1 rog 8 mec. KnnHuko- npuctyna. 33l 6unare- HbIM NaTTepHOM Ha 3.
MenaHo3a, 1 BTOPUYHO-reHepanunso- HenpodUusnonornyecKas panbHO-aCUHXPOHHas Bo Bpems cHa Ha 33l —
N3MEHEHUS BaHHbIE C XOPOWWM pemuccus B Te4eHune 3MMaKTUBHOCTb BO CHe 3NMNenTMhopMHas akTuB-
Ha 3NeKTPo3HLe- OTBETOM Ha MoHoTepanuio | 3 net. 33 6e3 anunen- C aKLEeHTOM B N06HO- HOCTb 6unatepasnbHO-
danorpamme (33l) | UAK PE3UCTEHTHOCTb TUDOPMHbIX UBMEHEHUN BUCOYHbIX 061aCTHAX. CUHXPOHHOIO XapaKTepa c
K nonutepanuu [15] CHa 1 604pCTBOBaHUS. CynopoXKHble NPUCTYNbI aKLLEHTOM B IOGHO-TEMEH-
MmeeT mecTo npossne- B CTPYKTYpe cumnToma- HO-BMCOYHbIX OTBEAEHUSAX.
HWE CUMNTOMATUYECKON TU4ecKomn boKanbHoOm KnuHuyeckas pemucena —
doKanbHOM anunencum 3NUNEncuUmn Unn JEKOMEH- B TeYeHne 6 Mec Tepanuu.
B CTPYKTYPE OCHOBHOI0O cauus runepTeH3MoHHOro Hanuune ngmonaTtnyeckomn
3aboneBaHuns CUHApPOMa ABNAeTCH dopmbl geTckomn abcaHc-
TPUITEPOM CYAOPOKHOIO 3MnMnencun, KoMopoUaHON
cuHapoma? HEMPOKOXXHOMY MeNaHosy,
MW HanM4ymMe cMMNToMaTH-
YeCKMX N06HbIX abcaHCcoB?
M3meHeHns Mnep- N N30UHTEH- JloKanbHOE U3MeHeHWe HapacTtatowmnm nepuBeH- OyaroBoWn natonoruu
Nno JaHHbIM CUBHbIN curHan Ha T1. MO3roBbIx 060/104€eK 06M1a- | TPUKYISPHbBIN [0S, BelecTBa Mo3ra
MarHuTHO- O3nokayecTBneHve CTV NaparvnmnoKkamnasnbHbIX | BHYTPEHHSAS CUMMETPUY- M HaKOMNEHMS KOHTpacTa
pe3oHaHCHON N0 MacCUBHOCTH M3BW/IMH C CONYTCTBYIOLLM- Has rugpouedanus He BblBNEHO
Tomorpadum NMopaeHs, HaKoNNEeHUI0 MU FIMO3HBIMU U3MEHEHU- | C paclunMpeHnem 6asanb-
roN0BHOIO KOHTpacTa, reMopparuaM, | MU NPUIEKaLLMX YHacTKOB | HbIX LUCTEPH; PEaKTUBHbIE

6ECCUMNTOMHOM TEYEHNH
[4,9,15]

NCUXOMOTOPHOIO Pa3Bu-
TUS) U HEMPOBU3Yanu-
3alMOHHbIX NapaMeTpoB

HeBponoruyeckum MposiBneHuns pazsusBlumMxcsa | CnacTuyecKkumn PyrngHocTb 3aTbiNOYHbIX OyaroBow NaTonornn HeT
cratyc onyxonen: nopaxkeHue TeTpanapes, oTcTaBaHue MbILUL,, 1€EBOCTOPOHHSASA

KpaHuanbHbIX HEPBOB, NMCUXOMOTOPHOMO Pa3BUTUS | NMMpamMuaHas HegocTaTou-

CEHCOPHO-MOTOPHbIN HOCTb € Npeo6nagaHnem

neduumT, HapylweHue B IeBOM HOre

GYHKUMM KMLWEYHMKa

1M MOYeBOro ny3bips [13]
Ocob6eHHOCTH BbICTPO — npu ManurHm- [ocTturHyta ctabunusaums | dartanbHo He nporpeccupyet
NpPOrpeccMpoBaHus | 3aLunu, OTHOCUTENbHO KNMMHUYECKOW KapTUHbI nporpeccupyiollee

Me[IEHHO — Mnpu (C HEKOTOPbLIM yy4ylIEeHUEM | TeyeHue

OTBET Ha Tepanuio

PaznunyeH. 3o dpeKTuBHOro
neyenuns HeT. CumnToma-
TUYeCcKasi Tepanus,
BPEMEHHbIN 3 deKT

OT ropMoHOTEpPanuu

per os [13]

MonoXUTENbHbLIN.
MéynpodeH ana Kynupo-
BaHWS rofI0BHOM 60N,
Kom6uHauus Banbnpo-
€BOW KUCNOTbl M OKCKap-
6amazenuHa. CumnTo-
MaTu4YecKas Tepanus

Pe3nCTeHTHOCTb C Te4YeHU-
eM BpeMeHu (nbynpodeH
1 ropMoHasnbHas Tepa-
nus — 6e3 apdekTa),
cumMnTomMaTuyecKas
Tepanus, Banbnposas
Kucnota. XummoTtepanus

MonoXuTenbHbIN.
Banbnpoesas Kucnorta.
CumnTomaTtnyecKkas
Tepanus




Ta6nuua. lMpogomnxeHne

JeTtepMmuHaHTa JlutepatypHble aHHble MauywuenT b. MauyuneHTKka 4. Mauywuent C.
OnepaTtuBHOE BeHTpuKynonepwuto- [exkomnpeccust KpaHno- B Het
neyexve HeaslbHOe WyHTUpOBaHWe BepTebpanbHOro nepexoaa,
(BIMLU) ¢ uenbto KoppeKuunn | 6uoncus 060104eK CIUHHO-
rMNepTeH3noHHOro ro Mo3ra Ha ypoBHe L4-L5,
cuHgpoma [1, 13] nepeceyeHne KOHEYHOM HUTH,
deHecTpauus CUpMHromue-
JIM4ECKON KuCTbl. BIL
Pesynetat 6uoncun | Hannyne ManurHmusauunm LlenntonapHas JlenTomMeHuHreanbHas He npoBoaunacb
npouecca, NnoaTBepxae- Henpodubpoma MenaHoma

HWe nenTomMenaHouuTo3a
[15, 17]

MporHo3 BblXXMBaeMoCTb — OKOJ10 COMHUTENbHbIN He6naronpuaTHbIv OTHOCUTENBHO
3 net. be3 manurHmnsauuu 6naronpuUsATHbIN
NporHos 6onee (a0 Havana nporpec-
6naronpusTeH [4, 9] CUpOBaHMa MenaHo3a)
3AK/TIOMEHME MenaHouuTapHoro npouecca. CBoeBpemMeHHasi AMarHoCTMKa

HeMpoKOoXHbIM MenaHo3 ABAsSeTCH peaKkum 3abosieBaHnem
13 rpynnel pakomatoldos. OnncaHHoe 6onee 150 net Hazan
3a60/1eBaHNe OCTaBNSET MHOIO BOMPOCOB W TPYyAHOCTEN B
CBSI3U C OTCYTCTBMEM CBEEHMI O K/IOYEBbIX 3BEHbSX NaTtore-
Hes3a, MEeTo0B AMarHOCTUKM IeNTOMEHWHIeanbHOro npoLecca
1N 3bPEKTUBHOIO NeyveHns. Hnuskas 4actota BCTPEYaemMOoCTH
CHWXXaET ypOBEHb HACTOPOXKEHHOCTU B OTHOLLEHWW AUArHOCTH-
YEeCKOro noucka u BepudUKaLMmn HEMPOKOXKHOIO MenaHo3a.
3aboneBaHne xapaKTepmsyeTcs pa3HOBO3PaCTHbIM AE6IOTOM,
NoMMOPGOHOM KIMHUYECKOM KapTUHOWM, MHOTOrpaHHbIM OTBe-
TOM Ha Tepanuto 1 0CO6EHHOCTAMM NPOrHO3a B 3aBUCUMOCTH
OT CBepLWMBLIENCH ManurHu3auum unmM o6WMPHOCTM NenTo-
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