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llpobnema KIMHMYECKOro rnoimMmopdrama o0cobo 3Hayuma Mpu ANarHOCTUKE COCTOSIHMI, MPOSIBASIIOLIMXCS CUMITOMOKOM-
r/1IeKCOM «BS/bIN pebeHOK». OH He MMEET HO30/I0MM4YECKON CaMOCTOSITE/IbHOCTH, €r0 OCHOBHbIE KIMHUYECKME MapKepbl
HecrneunpniHbl, a TeYeHUE U MCXoAbl BapuabesibHbl. And@y3Has MbilieqHas rTMrnoTOHMS MOXET ObiTb MPU3HAKOM 6O/IbLLIMHCTBA
COMAaTUYECKUX N HEBPOJIOMMYECKMX 3ab0eBaHNI MaajeH4YeCTBa, B YaCTHOCTM HAC/EACTBEHHbIX 60/1€3HEN 0OMEHa BELLECTB
U fereHepaTtuBHbIX 3ab60/eBaHUIl HEPBHON CUCTEMbI. TOMMYECKM ee MOXKHO KI1acCMpUUMPOBAaTb M0 YPOBHSIM MOpParKeHUs
Ha rMrnoTOHMIO LIEHTPA/ILHOIO M rnepnupepruyecKoro reHesa, a Takxe BblAeNTb P KpUTepueB, Mo3BOJISIOWMX UX PA3TUYNT.
B ctatbe npuBefeH COO6CTBEHHbIN OMbIT HAbGOAEHUS AETEN C CUMITTOMOKOMIIEKCOM «BSi/Ibl PEBEHOK», U/LTIOCTPUPYIOLLMI
TMMNOTOHUIO LIEHTPA/IbHOIO M NeprUGepnyecKoro ypoBHSs nopaxeHusl. OnucaHbl BO3MOXXHOCTH U TPYAHOCTU MPOBEAEHUS ANG-
pepeHUmanbHON ANarHoCTUKU C y4ETOM CEMENHOro aHaMHesa, npe- 1 rnepuHaTasbHbIX GaKTopoB, BPEMEHN MaHUpecTaLmum
KJIMHUYECKOH KapTuHbIl. PasnnyHas TaKTUKa J1€4EHUST N MPOrHO3 BO3MOXXHOCTEN MPU MPOBEAEHNN abuanTalmmn Ornpeaensiiot
Ba)HOCTb YCTaHOBJ/IEHMSI TOMUYECKOrO YPOBHSI MOpaKeHus. B CBA3M C KIMHUYECKOM 3HA4YMMOCTbIO CUMMITOMOKOMITIEKCA
«BSI/1bIN pebEHOK» HEOBX0AMMO NPUBJIEYL BHUMaHWE NeanaTpoB, HEBPOJIOrOB M POAUTENIEN K BOMNPOCY OnpeaeeHus y pebeHKa
JaHHOro cMHAPOMa, 4To6bl CBOEBPEMEHHO MPUCTYNNTb K MOUCKY NPUYUHbLI COCTOSTHUSI M KOMITIEKCHOMY JIEYEHMIO.

Knro4eBblie cnoBa: CHHAPOM «BSIJIOro pebeHKa», CMHAPOM JIu, crinHaibHas ammotpopus BepgHura—roppmaHa.
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paTUBHbIX MOpPaXeHW HEPBHOM cuctembl. Borpockl coBpemeHHown neamatpumn. 2015; 14 (5): 586-590. doi: 10.15690/
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BBEJAEHME reHesa. B HacTosiuiee Bpems u3BecTHO 6onee 80 3a60-
TepMuH «Banbln pebeHok» (aHrn. floppy baby) 6bin npea- fleBaHUn, MPOSABASAIOWMXCA B paHHEM [AETCKOM BoO3pac-
noxeH B 1958 r. J. G. Greenfield 1 coaBT. Ans 0603Ha4YEHUS Te AMPODY3HOW MbILLEYHOM MMMNOTOHMEN, HEeCneUundUYHOCTb
BPOMAEHHOM MbllIEYHON TMMOTOHUM HE3aBMCUMMO OT ee KNMHUYECKMX CUMMTOMOB KOTOPOM, pas/iinyHble BapuaHTbl
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Floppy Infant Syndrome: the Importance for the Differential
Diagnosis of Hereditary Metabolic Diseases, and Degenerative
Diseases of the Nervous System

The problem of clinical polymorphism rises sharply in the diagnosis of the conditions which are manifested by a floppy infant syndrome.
It hasn’t nosological independence, its main clinical markers are nonspecific, and the course and outcome are variable. Diffuse muscular
hypotonia can be a symptom of the majority of somatic and neurological diseases of infants, for example, genetic metabolic diseases,
and degenerative diseases of the nervous system. Topically it is possible to classify it by levels of lesions to hypotonia of the central and
peripheral origin, as well as to identify a number of criteria for their differences. This article describes the clinical cases of children with
a floppy infant syndrome illustrating hypotonia of the central and peripheral lesion levels. It is described the opportunities and difficulties
of the differential diagnosis, given the family history, prenatal and perinatal factors, the time the clinical picture manifestation. Different
treatment strategy and prognosis of the opportunities in conducting habilitation determine the importance of the establishment of the
topical level of the lesion. Due to the clinical significance of the floppy infant syndrome we should attract the attention of pediatricians,
neurologists and parents to the question of determination of this syndrome in a child in order to promptly begin searching the causes
of the condition and the complex therapy.
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TEYEHUS U UCXOAbl 3aTPyAHAIT npoBeaeHne anddepeHLun-
anbHOM AMarHocTMKM [1]. B ynucne npmymH MbllLE€YHON rMno-
TOHUWU BbIAENSAIOT HEBPOOrMYECKME (BPOXKAEHHBLIE MOPOKM
pa3BUTUA HEPBHOM CUCTEMbI, HACNeACTBEHHble GO0/IE3HMU
obMeHa BellecTB, NepuHaTaibHble 3HUedanomuenona-
TMM Pa3MYHOro reHesa, HacneacTBeHHble 60N1e3HU HepB-
HOW CUCTEMBbI, HEMPOMHDEKLMU) N COMaTUYECKUE (cencuc,
BPOX/AEHHbIE MOPOKKU cepaua, 3aboneBaHUs 3HAOKPUHHOM
CUCTEMbBI, HapPYWEHUs MUTaHWUsA, MeTaboNnyYecKue Hapylue-
HWS, NATONIOTMK COEAUHUTENbHOM TKaHU, MeAMKaMEHTO3Hble
WHTOKCHKaLKUK maTtepu) [2, 3].

Perynauua Mmbllle4HOro TOHyca obecneynBaeTcs pas-
HbIMW OTAENamMM KOpbl GOMbLINX MOAYLAPUKI, CTPYKTYpamu
CTBOSIa FOMIOBHOrO MO3ra, CTpuMonaningapHom CUCTEMOM,
MO3}EYKOM. B KOHEYHOM uTore peanusaumsi TOHUYECKMX
peaKkunMin OocylecTBASETCS C y4acTMeM o6pa30BaHUK cer-
MeHTapHoro pedrieKTopHOro annapaTta: a- U y-HeMpoHamu
nepeaHnx PoroB CMUHHOrO Mo3ra, ABWUraTelbHbIMU U YyB-
CTBUTENbHBIMWU BOJIOKHAMMW HEPBHbIX CTBOSIOB, MOTOPHbLIMU
6nawkamu, apdepeHTamm HEPBHO-MbIWEYHbIX BepeTeH [1].
HapylweHune aTux MmexaHM3mMoB Ha GOHe CTaHOBJIEHNS OCHOB-
HbIX MOTOPHbIX HaBbIKOB Y AeTel paHHero Bo3pacTta U npwu-
BOAMWT K Pa3BMUTUIO MblLLEYHOM FTMMIOTOHUM.

KnuMHnyeckaa KapTMHa CMMNTOMOKOMMJEKca BecbMa
XapaKTepHa: pacnnactaHHas no3a («no3a NSArylKu»), CHUXe-
HWE MbILIEYHOro TOHyCa, YBENUYEHNE aMMAUTYAbl ABUKEHUN
B CycTaBax, HECNOCOBHOCTb NPUOBPETEHUSA BO3PACTHbIX ABU-
raTefnbHbIX HaBbIKOB, 4aCTO MOBEPXHOCTHOE AblxaHwe 6e3
BO3MOHOCTU OCYLLECTBNEHNA ABYX MMyGOKMX BAOXOB MoOA-
paa, TpyaHocTH cocaHnus [1, 2]. CunbHO OTiMYatloTes y 340-
POBbIX U «TMMNOTOHUYHbIX» MAAEHLEB pe3ynbTaTbl GYyHKLUMO-
HaNbHbIX MPO6, TaKMX KaK TPaKLMS 3a PYYKH, BEPTUKaNbHOE
WU TOpPU30HTaNlbHOE MNOABEelInBaHUE, pe3ynbTaTbl KOTOPbIX
No3BONAIOT 3aN0403PUTb OTK/IOHEHWS B HOPMaSibHOM pas-
BUTUMK pebeHKa [2, 3].

MbILLIEYHYIO TUMOTOHMIO TOMUYECKU MOXKHO Knaccudu-
LMpoBaTb MO YPOBHAM MOPAXEHWUS Ha TUMOTOHMUIO LEH-
TpanbHOro U nepudepryeckoro reHesa (YpoOBEHb ABWra-
TENbHOM eOWHULbI U MUOMATUYECKUI YPOBEHb NMOPa*KEHUS)
[2, 3]. OToenbHO BblgensAT AOOGPOKAYECTBEHHYIO MbilleY-
HYO TUMOTOHMIO, XapaKTEPMIYIOLLYIOCS KPaTKOBPEMEHHOM
TMNOTOHUEN C POXKAEHMUS, 3aTeM npexoasuien B dGu3nono-
TMYECKUN MbllEeYHbIM TOHYCc. OHa COMyTCTBYET MHOMXECTBY
naTonorMyeckmx GaKkTopos, NOBPEXAAOLLINX FTONOBHON MO3I
W/VWNn ABUraTeNbHble eanHuLbl. Yalle o6poKavyeCcTBEHHas
MbllEYHas rMNOTOHUS ABASETCS MMNOTOHWEN LLEHTPaSbHOro
reHesa, NpuM KOTOPOM OAHOBPEMEHHO BbISBASIOTCH CUMMTO-
Mbl YMCTBEHHOW OTCTaSIOCTU U HEAOCTaTOYHOM CMOCOBHOCTH
K 0B6y4eHNI0 — MpPU3HaKK LepebpanbHOro HeGaaronoayyuns
B HeOHaTanbHbIN nepuog [2].

PasznnyeHne rmnoToHUK LeHTpanbHOro u nepudepuye-
CKOro reHesa 06bl4HO He BbI3bIBAET TPYAHOCTEN, MOCKONbKY
KaXkaas M3 HUX MMeeT CBOM XapaKTepHble 4epTbl. Adwuar-
HOCTUYECKUMU KPUTEPUAMM LIEHTPANbHOM TMMOTOHUM CAyKaT
HanMynMe TaKWX MPOosABNEHUN LepebpanbHOro Hebnarono-
Nly4nsl, Kak M3MEHEHWe CO3HaHWUA B BWAE €ro yrHeTeHus
WK BO3BYKAEHWS, CYAOPOXKHbIE NAPOKCU3MbI, MOPOKK BHY-
TPEHHMX OPraHoB, AUCMOPPUYHbIE YepTbl Pa3BUTUS, acKUM-
METPUYHOCTb TMMOTOHMU, runeppedneKkcus, 3adeprKka
peayKUMM NPUMUTUBHbBIX PEPIEKCOB U CTAHOBNEHMS MOCTY-
panbHbIX, «CKpbITas» CMNACTUMYHOCTb (KynaykoBas mo3a pyK
M No3a «HOXHWL» NPY BEPTUKANbHOM NoABelumMBaHum) [2, 3].
MPUYUHBI TMMIOTOHUK LIEHTPaNbHOrO reHe3a pa3Hoo6pasHbI:
TMNOKCUYECKU-ULLEMUYECKME, ANCMETABONINYECKNE U TOKCH-
yeckue aHuedanonatum, XpOMOCOMHblE 6ONE3HU, MeTabo-
NIMYECKNE, MUTOXOHAPHANbHbIE 3a60/1eBaHNUS, HacNeACTBEH-
HO-AereHepaTUBHbIE NopaxKeHUs HepBHOM cuctemsl [3]. Mpu

AWHAMWYECKOM Hab6MOLEHUU 3a TaKUMW [OEeTbMWU MOXHO
BblAENUTb HECKONbKO KIMHUYECKUX BapUaHTOB MMOTOHMM,
KOTOpble 3a4acTylo NPOTEeKatoT B BUAe pasHbix GOpM AETCKO-
ro uepebpanbHOro napanuya.

C 0oaHOWM CTOPOHbI, MbllleYHass TMNOTOHUSA LEeHTpab-
HOrO reHesa SBASETCHA Npexoasien (AIUMTca HECKONbKO
Hefenb), NPOMEXYTOYHON CTaguen, NPUBOASILLEN K Hapac-
Talolen cnacTUYHOCTKU: NOSIBIEHUIO KyNa4yKOBOM MO3bl PyK,
No3bl «HOXHUL», GOPMUPOBAHUIO 3ano34anblX NOCTypab-
HbIX pedneKcoB, HapacTaHUID CyXOXWbHbIX pedreKcos,
OTCYTCTBMIO MbllleYHOM aTpodun. Takon BapuaHT Hanbonee
4acTo NPOrHOCTUYECKM HEBNAronpusATEH B CBA3K C BEPOSAT-
HOCTbIO Pa3BUTUSA CNACTUYECKMX N KOMOBUHUPOBAHHbLIX GOpM
[JeTcKoro uepebpanbHoro napanuya. C Opyrov CTOPOHbI,
TMNOTOHUS MOXKET MpOTeKaTb CTabwinbHO, 4TO NpuBeaeT
K MOCTaHOBKE AMarHo3a aTOHMYecKu-acTatuyeckon op-
Mbl AETCKOro uepebpanbHoro napanuya. MNpu aton dopme
3a60neBaH1s B OCHOBE MMMNOTOHUN NEXUT rMNEPaKTUBHOCTb
TOPMO3HbIX LIEHTPOB CTBO/MIa MO3ra BCEACTBME OTCYTCTBMUSA
MOS3EYKOBOro KOHTPONSA. Y Takux aeten nmeetcs gedekr
CUCTEMbI MOCTYpPasbHOr0 KOHTPOAS, 3aTPyAHEHO MPUHATUE
BEPTMKaNbHOM NO3bl, HEBO3MOXHO COXPaHEHWE MONOXKEHMUS
Tena B MPOCTPaHCTBE, MMeeTcs rpybas 3ageprkka Mncuxo-
MOTOPHOIO U PeYeBOro pasBMTUS; NOXOAKa HeycTon4MBas,
HEPUTMMUYHASA, C WKMPOKO paccTaBiEHHbIMWU HOraMu; rono-
Ba W TynoBMLLIE COBepLalT M3ObITOYHbIE KayaTesbHble
ABUXKEHUS, B peaKkuusix PaBHOBECUS PYKM MPaKTUYECKH
He yyacTByloT [4].

[MnoToHMs nepudepryeckoro reHesa TakXKe UMeET paj
XapaKTepHbIX YePT: TMMNo- UAn apedneKcus, MbllleyHas aTpo-
dua, dacunKynaunn, oTCyTCTBME MOpPaxKeHUs ApYyrux opra-
HOB, BO3MOXHOCTb Pa3BWUTUS AblXaTefbHbIX PaCCTPOMCTB.
Mpu ee nporpeccMpoBaHnmn pa3BnBaETCS Napes CnuHaabHO-
ro TMNa ¢ HapyweHnem GyHKL MM Ta30BbIX OPraHOB M CoYeTa-
HMEM MPOBOAHMUKOBbLIX M CEFMEHTAPHbIX HapyLLEHWUI YyBCTBU-
TenbHocTH [2, 3]. MNepudepnyecKkas rMnoToHMsS BbipaxKaeTcs
pPa3HbIMX YPOBHAMMU MOPAXKEHUS [ABUraTeNbHON eaWHULbI
C K/IMHWUYECKUMMU MPOSIBNEHUSIMU BPOXKAEHHbIX MUOMNATUW,
CMUHaNbHbIX MbIEYHbIX aTpodPui, NOAMHEBPONATUIN, TPaH-
3UTOPHOW HEOHaTa/lbHOW MUaCTEHUU U TMMOKCUYECKU-ULIe-
MWYECKUX muenonatum [3].

KNMHUYECKUHA CNYYAH 1

(TMNOTOHUSA LLEHTPAJIbHOI'O FrEHE3A)

bonbHoM K., Bo3pacT 3 mec.

M3 aHamHe3a M3BECTHO, YTO pebGeHOK OT nepBon 6epe-
MEHHOCTH, 3a4aTie NPoBOAMIOCH MyTEM 3KCTpaKopnopasnb-
HOro OnJoAOTBOPEHUS (OOHOPCKAaa SANWLEKNETKa), MMenacb
yrpo3a npepbiBaHUs B Te4eHWE BCeV 6GEPEMEHHOCTH (CTaLu-
OHapHOE Nle4yeHne, HeMpPOLIMPKYNATOPHas ANCTOHMS MO TMNo-
TOHU4YecKoMy Tuny, Herpes labialis). Poabl onepaTuBHble,
Ha cpoKe 38 Hen. Macca npu poxkaeHmn 3000 r, oLeHKa
no wkane Anrap 8 6annoB. Ha 5-e cyT NpunoXKeH K rpyau;
rpyab He B35, NO-BUAMMOMY, B CBSI3M CO cnabocCTbio coca-
TenbHOro pednekca. B TedyeHne 1-ro Mec XU3HU Haxogucs
Ha CTaLMOHAPHOM fleYeHnn ¢ AnarHo3om «flepuHatanbHoe
rnopaxkeHue LUeHTpasibHOW HEPBHOM CUCTEMbI, CUHAPOM
MbILIEYHOM FTMNOTOHMMW». [ONONAHWUTENBHO ONPEAENSINCD CTY-
neHyatad gedopmaumns C,—Cy; aHemMusa NIerkKon CTeneHu
BbIPa)EHHOCTW; AuCNNasusg Ta306epeHHbIX CYyCTaBOB;
Manas aHoManus pa3BUTUS CepALLa, YTO yKa3dbiBano Ha Nou-
opraHHyto npupogy 3abonesaHus. C 1,5 Mec *U3HN 3adUK-
CMPOBAHO CHWXXEHME MbIWEYHOro TOHyca B pyKax, o6bema
CMOHTaHHbIX ABUXEHWI C MocneaylolnmMm nNpUcoeanHeHnem
CHUXEHWS MbILLIEYHOro TOHyca B Horax n 6ecnoKoncTea npu
BblKNaAblBaHUM Ha XUBOT. C 2 MeCc — YyCTaHOBKa ro/oBbl
B/IEBO, YpYaHUE B }KMBOTE BO BPEMS KOPMIEHMS, TEHAEHLMSA
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K 3anopam, npwv rnoTaHuMun NonepxmBancs, rofoBy He YAEPKH-
Bas. [epBbl OCTPbIN 3NM304 3aperncTpupoBaH B Bo3pacTe
3 Mec, Korga Ha goHe nnayva 6bliM OTMEYEHbI anHo3, NoTeps
CO3HaHKS, 3aBepLUEHNE JaHHOMO aNN304a WYMHbIM AbIXaHK-
eM. Ha cnegytolime CyTKM NPUCTyn NOBTOPUCS.

PebeHoK 6bln rocnutanManpoBaH B HUXKeropoackyto ger-
CKylo 0651acTHyt0 60/ibHULY C OTpULATENbHOW AWHAMUKOW:
NOBTOPHbIE MPUCTYMbI C BblllEyKa3aHHOM KIMHUYECKOWN Kap-
TUHOW, OTKa3 OT efbl, CTOHYyllee AblxaHue, 6eCrnoKONCTBO.
CocTosiHMe Npu NOCTYM/EHWM TAXKEN0e, BblparkeHa KapTuHa
CUHAPOMa «BANOro peGeHKar: CNoHTaHHas aKTUBHOCTb OTCYT-
CTBYET, MbILEYHbIA TOHYC CHUXEH A0 aTOHWUW, CYXOXWbHbIE
pedneKkcbl He Bbi3blBalOTCS. [MoTateNbHblA, HEOHbIM U TNO-
TOYHbIV pedneKebl CHUXKEHBbI. [Tnay TUXUK, B3rNsa GUKCHUPYET,
cneguT KpatkoBpemeHHo. CoaepykaHune nakrata noBbllEHO
0o 8,2 mmonb/n (Hopma go 1,7 mmonb/n). Mo pesynbratam
MarHUMTHO-pe3oHaHCHon ToMorpaduun (MPT) ronoBHOroO Mo3-
ra — NPU3HaKu aTpodmm NOBHO-TEMEHHbIX AONIEN, CUMME-
TPUYHbIE O4Yarn B MOAKOPKOBbLIX siapax. Ha ¢oHe nedveHus
OTMeYeHa He3HauyuTeNnbHas NonoXKuTeNbHas AMHaMuKa.

Hanuuune ¢ porKaeHuns KNIMHMYECKOM KapTWHbI CMHAPOMaA
«BSASIbIN PEBGEHOK», OCTPbIX 3MU3040B, MOPGHOOrMYECKUX
M3mMeHeHun Ha MPT, nporpegMeHTHOe TeYyeHue naTonoruu,
He3HauyuTeNbHaa NONOXMUTENbHAA AMHAMUKA MPWU SIeHEeHUH
NoO3BOMAMAM 3anofo3pUTb HaCNeACTBEHHOE HapylleHue
obMeHa BelecTB. MonekynsapHo-reHeTM4yecKoe TecTUpo-
BaHWe MO3BOMUIO BbISBUTb AEPUUMT MUTOXOHAPUANBHOMO
Komnnekca 3, reH BCS1LM, 4To NnOATBEPAWIO HANTMYUE MUTO-
XOHApHWanbHOro 3aboneBaHus — cuHapoma Jin.

CuHgpoM Jln (aHrn. Leigh syndrome), unn nogocrtpas
HeKpoTMaupylowasa asHuedanomuenonatus — peakoe
HacneacTBEHHOE MUTOXOHApWanbHoe 3aboneBaHue, reHe-
TUYECKM Ype3BblyanHO reteporeHHoe [5]. CuHapom Jln 6bin
Bnepsble onucaH D. Leigh B 1951 r. [6]. 3aboneBaHue
Le6loTUpYyeT NPEeUMYLLECTBEHHO B pPaHHEM AETCKOM BO3-
pacte, xapaKTepu3yeTcs NporpeccupyoiMMmM HEBPOIOTU-
YECKUMW paccTpomncTBamu (yTpaTton paHee npuobpeTeH-
HbIX MCUXOMOTOPHbLIX HaBbIKOB, MbILWEYHON TMMOTOHUEN,
MO3XEYKOBbIMU W 3KCTPanMpaMuAHbIMU HapyLWeHUSIMHU,
cygoporamu), nakrat-aumao30M U XxapaKTepHbIMKU HEMpopa-
ONONOTMYECKUMU UBMEHEHUAMM, BbiBASEMbIMKU npn MPT
rosioBHOro mosra [2, 7, 8].

Havano 3aboneBaHus MNPUXOAUTCH Ha NepBble oAbl
KWU3HW, B PEAKMX chydasix Ae6l0T OCHOBHbIX HEBpoOSiorvye-
CKMX HapylleHWh MpoMcXoauT B MOAPOCTKOBOM BO3pacTe
[9]. B 6onblUMHCTBE Cly4aeB HEBPOSIOrMYECKUE PacCTPOu-
CTBa MOSIBASAOTCSA NMOCTEMNEHHO, B PEAKMUX ClyYasx — OCTPO.
Mpn mMaHudecTaunn 3aboneBaHUa Ha NEPBOM FOAY KWU3HMU
NPOUCXOAWT yTpaTa paHee NPUOBPETEHHbLIX MCUXOMOTOPHbIX
HaBbIKOB, pa3BuBaeTcs AMddy3Haa MblleyHas rMnoToHuUS,
NnosIBASIOTCA HapyleHUs BCKapMaMBaHWA (cnabocTb coca-
HWS, HapPYLEHUs FNOTaHWs, OTKa3 OT efbl, HeoGbACHMMas
pBOTa), NOBbILWEHHAA BO30YAUMOCTb WKW COHAMBOCTb, 6ec-
MPUYUHHBIA KPUK, 3NWAENTUYECKUE CYyAopOru, npeumylle-
CTBEHHO MWOK/IOHMYECKOrO xapakTtepa. [lpu Havyane 3abo-
fleBaHMs Ha BTOPOM rO4Y XWM3HW BeayWMMU CUHAPOMaMMu
SBASIOTCS 3aepKa ABUraTeNbHOro pPasBUTUS, MO3MKEYKO-
Bble paccTponcTBa, 60JibHble AETU Ha4yMHalOT MOCTENEHHO
yTpauuBaTtb paHee npuobpeTeHHble HaBblkKM. B nocnepyto-
LWEeM MPUCOEIMHSAOTCS reHepann3oBaHHble anuMaenTuiecKkme
NPUCTYMbI, YacTO Pa3BMBAlOTCS AblXxaTeNbHble PaccTponcTBa
(3nn304bl rMnep- uan anHo3, 0CO6EeHHO BO BpeMS MHDEKLN-
OHHbIX 3ab0/ieBaHNI, CTPUAOPO3HOE AbIXaHWE), HapyXKHas
odTanbMonnerns, CnoHTaHHbIM HUCTArm, 6ynbb6apHbIA CUH-
LPOM U 3KCTpanupaMuaHble paccTPonCcTBa B BUAE AUCTOHUM
N XopendopMHbIX rMnepknHesoB [5, 9]. TedyeHne cUHAPO-
Ma JIM HEYKIOHHO MPOrpeccupytolee, B HEKOTOPbIX CiydYasx

3abofieBaHMe NPOTEKAET BOJHOO6PA3HO, 3NM304bl yXyalle-
HMS COCTOSIHMSI COBMajaloT C pa3BUTUEM WMHPEKLIMOHHbBIX
6onesHen [2, 7].

KJTMHUYECKUIA CNYYAH 2

(TMNOTOHUA NEPUG®EPUYECKOIO rEHE3A)

bonbHasg 3., Bo3pacT 2 Mec.

AKyLIEPCKO-TMHEKONOrMYECKUI aHaMHe3 oTarouleH. [e-
BOYKa OT NepBOW GEpeMeHHOCTU Ha (POoHEe recTaluMoHHO-
ro caxapHoro aguabeta ¢ 26-i Hepd, OTEKOB 6GepeMeHHbIX
B 37 Hep, NaToNIOrMYeCcKMX poaoB (paHHee U3UTUE OKONOo-
NAOAHbIX BOA, ABYXKpPaTHOe OOGBUTME MNYNOBWMHOWM), 3aKOH-
YMBLUMXCS SKCTPEHHbIM KecapeBbiM cevyeHnem. Macca npu
poxaeHun 3470 1, oueHKka no wKane Anrap 8 6annos.
B Bo3pacTte 1 Mec 6blla OCMOTPEHa HEBPOIOroM: MbiLleY-
HbI TOHYC CHUM}KEH, CYXOXWbHble pedrieKcbl d = s, onopa
B HOopme. [uarHo3s: «[MNOoKCUYECKU-ULLIEMUYECKOE MOopaKe-
HWe LEeHTpasbHOM HEPBHOM CUCTEMbI, CUHAPOM ABWraTenb-
HbIX HapyLUEHWHW, CUHAPOM rMnNepBo36yamMmocTtmi». C 1-ro mec
M3HW MaTb OTMETU/a HapylleHWe ABUraTeNibHOM aKTUBHO-
CTU B pyKax, NOTOM B HOrax.

Mpu nocTynneHnn B HEBPOOrMyeckoe otaeneHune Huxe-
ropoACKON AeTCKOM 06/1aCcTHOM 60/bHULBI B BO3pacTe 2 mec
B HEBPOOrMYECKOM CTaTyce: Nnaay 3MOLMOHaNbHbIN, TUXUHA,
ryneHue cna6oe, 3a MNOrpemMyllKon npocnexuBaeT, NULO
CUMMETPUYHO, TMNOMUMMSA. [NOTOYHbIN U HEGHbIV pedeKCbl
coxpaHeHbl. CUMNTOMOKOMMEKC «BANbIN pPebeHOK» Bblpa-
JKEH: aKTUBHbIE ABWMKEHWUS COXpPaHeHbl TOMbKO B Manblax
PYK 1 HoT, Anddy3Hasa MblleyHas rMnoTOHNUS, CYXOXKMUIbHbIE
pedneKcbl OTCYTCTBYIOT, U3 pedsIEKCOB HOBOPOXKAEHHbIX
COXpPaHEeH TO/IbKO cocaTeflbHbin. B 6GMOXMMHUYECKOM aHa-
IN3e KPOBMU: MOBbILEHNE AKTUBHOCTU KpeaTUHDOCHOKMU-
Ha3bl Ao 13,40 MKKaTt/n (Hopma go 3,4 MKKaT/n) coaep-
¥aHue naktata B HopMme (1,54 mmonb/n). Mo pesynbratam
aneKkTpoHenpomunorpadmmn (SHMI) o6HapyKeHbl NpPU3HaKK
IMbPY3HON MOTOHEMponaTuK, BblPaxKEHHOW aKCOHaNbHOWM
NOMMHEBPONATUM KOHEYHOCTEW (aKCOoHanbHas [AereHepa-
ums). Ha MPT ronoBHOro mMosra — KapTWHa HEBbIPaXeH-
HOM HapYyXHOW 3amMecTUTeNnbHOM ruapouedanuun, cBA3aH-
HOM C aTPOPUYECKUMU U3MEHEHUSAMM TOIOBHOrO0 Mo3ra.
C MOMeHTa poxAaeHus y pebeHKa MMENUCb BblpaxeHHas
MbllWeYHasa rMNoTOHMNS, HapacTaHne nepudepuyecKkmx nape-
30B U MOSIBNIEHME MX Ha HOBbIX TEPPUTOPMAX (B HYACTHOCTH,
onadparme). XapaktepHaa AHMI-KapTMHa no3Bosvna 3ano-
[03pUTb HacneacTBeHHOE 3ab0/ieBaHMe HEPBHOW CUCTEMDI;
GEeHOTUMMYECKM AMarHOCTMpPOBaHa CrKWHanbHas amMUMOTPO-
¢ua BepaHura—TodpdmaHa.

MpK BbINOAHEHWUN FEHETUYECKOIO TECTUPOBAHUS Y 60S1b-
HOW BbiiBNeHa ageneuua ak3oHoB 7—8 reHa SMN B romo3u-
FOTHOM COCTOSIHWUM, YTO MOATBEPXKAAeT anarHo3 «CrnuHanb-
Hasa MblweYHas atpodus BepaHura—lopdmanar.

CrnnHanbHble MblleYyHble aTPodUN — pacrnpoCTpaHeH-
Has rpynna reHeTMYecKM AEeTEPMUHUPOBAHHbLIX 3abone-
BaHWN, CBSA3aHHbIX C MPOrpeccUpylollen yTpaTon KNeToK
nepefHMx pPoroB CMMHHOMO MO3ra W ABWUraTeNbHbIX f4ep
MO3roBoro crtBofia [2]. 3abofneBaHWe aKTUMBHO W3y4aloT
C KOHLI@ No3anpoLioro BeKa, KIMHMYecKas KapTuHa onu-
caHa MHOrMMWM aBTopaMu. B HacTosiliee Bpems Bblgene-
HO 3 TMNa cnuHaNbHOM Mblle4YHON aTpodun. OcHOBaHUEM
4N TaKoro pasfdeneHus cnyxKaT Bpems MaHubecTaumm,
XapaKTep TeyeHuss 60Me3HUM U CTeneHb BbIParKEHHOCTH
KNMHUYECKMX NpU3HaKkoB. CnuMHanbHaa Mbllle4yHas aTpo-
dua BepagHura—lopdmaHa — ato popma ¢ paHHUM Aebio-
TOM 3aboneBaHus: Brepsble Oblna onucaHa G. Werdnig
n J. Hoffmann B 1891-1892 rr. [1].

[ereHepauns MOTOHEMPOHOB B CIMHHOM MO3re, ABUra-
TeNbHbIX A4pax CTBOMA MO3ra NPUBOANT K BOSHUKHOBEHMIO



CMMMETPUYHOrO BSAMOr0 Mnapanuya nomnepeyHo-nonocaTtbix
MblLWL, KOHEYHOCTEW U TyNIoBULLA W Anadparmbl [3]. BospacT
nebtota 06bl4HO pPaHHUM — C POXKAEHWUS OO0 6 MEC KU3HWU.
BO3MOXHO CHUXKEHME ABUraTelbHOM aKTMBHOCTU NJoJa yKe
BHYTPUYTPOOHO. KnnMHMYecKas KapTuHa AeOlTUpYyeT Bbipa-
YXEHHOM reHepanM30BaHHOM MbIEYHOW TUNOTOHWEN, NpuU
3TOM MbllWeYyHas cnabocTb 60/ee BblparKeHa B NMPOKCUMaib-
HbIX Fpynnax MbllwL,. MMeTcs runoToHus, apednekcus, npu
3TOM MUMMYECKas MyCKynaTypa coxpaHHa, rmasogsuratesnb-
Hble MbllWLbl HE BOB/IEYEHbI, MOXET HabntogaTbCs NapagoK-
casbHOEe [JblXxaHWe W3-3a MNapanuya MexpebepHbIX MblllLy
n anadparmeol. [lo3gHee pasBuBaeTcs atpodums a3biKa, Hapy-
LIAeTCs aKT rM10TaHus, 1 6bICTPO GOPMUPYIOTCH KOHTPaKTYpbI.
MbllweyHaa cnabocTb MeaneHHO Mporpeccupyet, obpaTtHOM
OMHAMWKKW He HabntoaaeTcs, BO3MOXHa TO/IbKO cTabununsa-
LUns coctosaHus [2].

OBCYXAEHMUE

MpeacTaBneHHble KIMHWYECKME NPUMEpPbl YKa3bliBatoT
Ha BO3MOXHOCTb MNpoBefeHus avddepeHumanbHoOn auar-
HOCTMKW MEXKIY LEHTpanbHOM W nepupepuyeckon rumno-
TOHWeN. OgHaKO B KIMHUYECKOM MpaKTUKE Mpu AeBHOTHbIX
dopmax n1tobon N3 onmcaHHbIX NaTON0rMn HEBPOIOrMyecKas

KapTuHa HecneundnyHa 1 XxapaKTepu3yeTcs CUMNTOMOKOM-
NAEeKcoM «BS/bli pebeHoK». [Ana npoBeaeHus auddepeHum-
aNbHO-ANArHOCTUYECKMX MEPOMPUATUI Y 3TOTO KOHTUHIEHTa
60/IbHbIX BaXXHO MPUCTaNbHOE N3YyYeHNE CEMENHOIO aHaM-
He3a, npe- U nepuHaTanbHbiX daKTopoB. Bpayvy Heobxo-
AMMO 3HaTb O HaMM4YUMU MHPEKLMOHHBIX, TOKCUYECKUX UK
HacneacTBeHHbIX BONE3HEN y MaTepu U OTua; Ype3Bblyan-
HO BaXHOW SIBASETCA BHYTPUYTPOOHas aKTUBHOCTb njoja.
TwaTenbHO coOb6paHHbIM NepuHaTaabHbli aHaMHE3 NomoraeT
YCTaHOBWTb HanM4ymMe TpaBMaTUHECKOrO MK MHPEKLMOHHO-
ro daxktopa, AencTBOBaBLIEr0 BO BpeMsi 6€peMeHHOCTH,
06yCNOBMBLLIErO NATO/IONMYECKOE TeYeHME POAOB (3aTAXKHbIX
WU OCNOXHEHHbIX) U NPMBEALEro K CUCTEMHOM MblLLIEYHOM
TMAOTOHUU U TUMOKCUMYECKU-ULIEMUYECKOMY MOPAXKEHUIO
rO/I0OBHOrO Mo3ra.

B 3aBMCMMOCTH OT BPEMEHU MOSBAEHUS TUMOTOHUM MOXK-
HO K/IMHUYECKM NPEANONOXKUTb MPUYMHY Pa3BUTUS CUM-
NTOMOKOMIMNEKca «BsNbI pebeHoK». H13Kasa oueHKa runo-
TOHMYHOIO HOBOPOXAEHHOrO MO LWKane Anrap no3Bonser
3anofo3puUTb CENTUYECKYID MNPUPOAY MbIWEYHOW MNoTo-
HUW, 4TO TPeBYeT NpoBeAEHNS MacCUBHOW aHTUBaKTepHnasnb-
HOW Tepanuu M MOUCKa MEPBUMYHOrO CENTMYECKOro oyara.
[JnHamuyeckoe HabnogeHMe 3a HOBOPOXKAEHHbIM MO3BO-

Ta6nuua. nddepeHumanbHas AMarHoCTUKa rMNOTOHUKU LEHTPaNbHOIO U nepudepryeckoro reHesa (Ha npumepe onucaHHbIX KIMHUYECKUX

cry4aeB)

MapameTpbl Cungpom Jin Cungpom Jin CnuHanbHaa amuotpodusa | CnuHanbHas amuoTpodus

cpaBHeHuUa (no AaHHbLIM NUTepaTypbl) | (KAMHUYECKUN cryyai) (no AaHHBIM NUTepaTypbl) (KNMHMYECKHUi cnyyan)
BoapacT agebtota MepBbin rof *K13Hu [9] 3 mec [0 6 Mmec Xn3HU [2] 1 mec
KnuHunyeckas o

CUMMTOMOKOMMNEKC «BSANbIN pebeHoK» [2, 9]
MaHudecTaumns
MocTeneHHoe HapacTaHue
Cosnagaet
MpoBoKaLuus . MocTeneHHoe pa3BuTHe Bblpa*KeHHOCTU CUMMTO-
. C UHPEKLMOHHBIMK OcTpbIx 3a6oneBaHui
KINUHUYECKOMN KINUHUYECKMUX MaTUKK C HapyLleHnem
3ab6oneBaHuaIMMU, He OTMeYeHo o -
MaHudecTaumm . nposenexHun (2] [ABUraTenbHOM akTMBHOCTH
nuxopankon [2, 7, 9]

B pyKax M Horax
3HaUMMbIe NakTat 8,2 MMOoJib/N MNoBbilweHne KpeTnHdochoknHasa
bEPMEHTDI MoBbilIeHNE coaeprKaHnsg (noBblWweHWe aKTMBHOCTHU 13,40 MKKaT/n

nakrata [2, 7, 8] KOHLeHTpaLumm KpeaTuHPocHOKNHa3bl (NoBbIWEHWE aKTUBHOCTU
1N MeTabonuTbl
B 3,7 pa3sa) [2,11] B 4 pasa)

SHMI

MwuonaTtuyeckune
natrepHsl [6, 10]

He npoBepeHa

MoTteHumnan dGubpunnaummn
1 bacumMKynauun,
Npu3HaKku
MOTOHenponaTuu [2, 3]

Onddy3Haa MOTOHeNpo-
naTus, akcoHanbHas
nofvHenponaTuns
KOHEYHOCTEW (aKCoHanbHas
nereHepauus)

MPT ronosHoro
mMo3ra

CUMMETPUYHbIE oYaru
NoBbILWEHUs
MHTEHCUBHOCTM CUTHana
B NEPUBEHTPUKYISPHOM

ATpodUsa NOBGHO-TEMEHHbIX
0OSIEN, CUMMETPUYHbIE
oY4arv B NOAKOPKOBbIX

N3meHeHusa
HecneunodudHbl [2, 3]

ATpodHryeCKne N3MEHEHUS
roNoBHOro Mo3ra

KUCNoTa) — C BPEMEHHbIM
abdekTom [9, 10]

B BU/E NPOLOIKUTENBHOM
MCKYCCTBEHHOW BEHTUAALMM
nerkumx [2, 11]

anpax
BellecTBe, Mo3xeuke [9] AP
Bepudukaumsa
pud u [eHeTMyeckoe ob6cnefoBaHue [2, 9, 10]
anarHosa
Mporpeccupyiollee, Havano ¢ octporo MeaneHHo nporpec- MNMocTeneHHoe Havano
TeyeHune C 3anM304aMu aK3auep- 3Nu304a, He3HayuTeNbHas cupyloliee, BO3MOXHa 1 NocTeneHHoe nporpec-
3aboneBaHus 6aLuin u ctabunusaumnu NoNOXUTENbHAs AMHaMMUKa BpeMeHHas ctabununsaums CMpoBaHue ¢ BOBNEYEHUEM
cocTosHus [2, 9, 10] Ha doHe neyeHuns cocTosHuA [2, 9] AblXaTenbHOM MycKynaTtypbl
HenpomeTtabonnyeckas
OHeproTponHas Tepanus Tepanus (L-KapHUTUH,
(L-KapHWUTKH, KOSH3UM AIHTapHas KMcnoTa) —
[MporHos Ileyexune .
Q10, BuTamMuHbI rpynnel B, npakTnyecku 6e3 adpodekTa, Henpometabonnyeckas
1 BOSMOKHOCTH umToxpom C, AsHTapHas C HESHAUUTENIbHBIM pecnupatopHasa noaaeprkka Tepanusa 6e3 adpdeKTa
Tepanuu ! addeKkToM

lMpnmeyvarme. IHMI — aneKkTpoHenpomuorpadms.
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KnuHun4yecKoe Ha6GnogeHue

NneT O6HapyXUTb CUMNTOMbI «BSIOro pebeHKar», MaHude-
cTupytolme yepesd 12—24 4 nocne poxaeHus, 4to BMecTe ¢
npu3HaKaMu HEMpPOAMUCTPECC-CUHAPOMa MOXET CBUAETENb-
CTBOBaTb O BPOXAEHHOM naTofiorMM mMetabonmama u Tpe-
6oBaTb crneundU4yeckon 3amectuTenbHom Tepanuu. fosBops
0 anddepeHuManbHOW AMarHOCTUKEe, BaKHO onpeaenuTb
TOMUYECKMIN YPOBEHb MOPaXKeHUs, XOT9 B MaToforMyecKkum
npouecc Moryt 6biTb BOB/€YEHbI OAHOBPEMEHHO pa3Hble
YPOBHU HEPBHOWN CUCTEMBI. [01IOBHOM M CMIMHHOW MO3T, Nepu-
depnyeckre HepBbl CTpagatoT OAHOBPEMEHHO Mpu 6O0Mb-
WUMHCTBE JIM30COMHbLIX W MUTOXOHAPWUaNbHbIX GONEe3HEN,
TMNOKCUYECKU-UILEMUMYECKUX JHUedanomunenonatmnax. lNpu
YKa3aHHbIX COCTOSIHUSX MPOrHO3 ANA M31e4YEHUS COMHMU-
TeNneH, HO WCMoSib30BaHME HenpomeTabosiM4eckon Tepa-
MU NO3BOASET YNYYWWUTb KayecTBO XWM3HWM MaNeHbKOro
nauuneHTa. Tsxenble 3a60neBaHusl ABUraTeNbHbIX €AUHML,
NPOABAAIOTCS YXKe BHYTPUYTPOOGHO M CTAHOBATCA NMPUYMHOWM
BblpaXKEHHON BPOXAEHHOW TMMNOTOHWUM C COMYTCTBYIOLWMMMU
[bIXxaTeNbHbIMW HapYyLIEHUSMK, BEOYLMMU K NepUHaTaNbHOM
acoOuKeuun. K coxaneHuto, MHOrMe M3 3TUX COCTOSIHUM ABAS-
lOTCA reHEeTUYeCcKn 0O6YCNOBMEHHbIMMK, YTO Mpeanonaraet
HebnaronpuaTHbIK UCXxoa 3aboneBaHus.

C y4eTOM OMUCAHHbIX KIMHWUYECKUX MPUMEPOB MOXHO
BbIAENINUTb PSS XapaKTEPUCTUK, 0O6beauHsoLmMX 3abonesa-
HUS 1M NO3BONSIOWNX UX Pa3INYUTL (Tabn.).

3AK/TIOYEHME

TepMUH «BANbIN pebeHoK» ABAgeTcs 0606ualmnm ans
MHOIMX 3a6oneBaHnn, MaHUPECTUPYIOLLNMX CXOAHOW KIUHMU-

KOH®JIMKT UHTEPECOB

YeCKOM KapTuHoW. OgHaKO Te4YEHME M MPOrHO3 UX pasnuy-
Hbl. OCHOBbIBasiCb Ha NPUBEAEHHbIX AAHHbIX, CPaBHUBas
FTMNOTOHUIO LEHTPasbHOro M nepudepuyeckoro reHesa,
MOXHO MPOBECTU MX AnddepeHUManbHy0 ANarHOCTUKY.
TwaTtenbHO co6paHHbii aHaMHEe3 MO03BONASET pPa3nyuUTb
0cob6eHHOCTM AebloTa U TevyeHusa 3aboneBanus. na meTta-
60/IM4ECKOW naTonorMm, cuHapoma Jin 6onee 3HauYUMbI
NoBbIWEHNE COAEPIKAHMA NaKTaTa KPOBM, cneundnyeckne
n3MeHeHus Ha MPT ronosBHoro moasra. lpu cnuHanbHOM
aMUOTpPOPMKN NMoKasaTeNbHbl gaHHble AHMI U aKTMBHOCTb
KpeaTuHOOCHOKMHA3bl KPOBM, YTO YKal3biBaeT Ha 3aWuH-
TEepecoBaHHOCTb MblllL, U nepudpepnyecknx HepsoB. 14
BepnudMKaumnu auMarHosa Heob6XOAMMO TreHeTuvecKoe
ob6cnegoBaHue. HecmoTps Ha He6GnaronpusaTHbIM NPOrHo3
060MX HO30JIOTMIW, IHEProTponHasa Tepanus NP MUTOXOH-
apvanbHoOM 3HuedanoMuMonatMM NO3BONSET 3aMeaunTb
TeyeHne 3aboneBaHWs, AOCTUIHYTb BPEMEHHOW CTabwu-
IM3aLMK COCTOSHUSA, YTO NMPaAKTUYECKU HEBO3MOMKHO Mpw
crMHanbHOM amuoTpodmu. Mcnonb3loBaHuMe anmnapaTos
MCKYCCTBEHHOWM BEHTUASALMKU NPKU NATONOMMKU ABUraTENbHbIX
€AMHUL, paclunpseT BpeMeHHble paMKK TeyeHus 3abo-
fleBaHWS, HO He yfnyyllaeT KayecTBO KM3HM ManeHbKOro
nauueHTa.

Taknm 06pas3om, CBOEBPEMEHHAsS AMArHOCTUKA CUMMTO-
MOKOMINEKca «BSNbl pe6eHOK» NO3BONSET NMPEAnOOKUTb
Hanuume TaKenon Gopmbl NaTONOrMKM U CTUMYINPOBaTb Bpa-
Yya K ganbHenwemy AWMarHOCTUYECKOMY MOUCKY WCTUHHOWM
NPUYUHbI Pa3BUTUS MbILLEYHON TMNOTOHUK U AnddepeHumna-
LMK NyTEN ee KoppeKLnH.

ABTOpbI JaHHOW CTaTbW NOATBEPAWIIM OTCYTCTBUE GUHAHCOBOW NMOAAEPHKKM UCCNEA0BaHNSA/KOHMIMKTa MHTEPECOB, O KOTOPbIX

HEo06X0AMMO COOBLLUTb.
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