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ANNOTATION
Identifying the underlying cause of muscle hypotonia remains difficult, despite advances in
diagnostic laboratories and imaging techniques. Clinical assessment strategies and standardised
developmental tests can help to differentiate between hypotonia resulting from a primary lesion of
the upper motoneurons and hypotonia of the lower motoneurons and motor units. This is particularly
important in young children. This review outlines and describes the components of clinical
assessment: a detailed paediatric and family history, clinical methods and characteristics to
differentiate between peripheral and central hypotonia, and clinical assessment. Recent studies that
have contributed to the differential diagnosis of muscular hypotension are reviewed and directions
for future research are given. Ideally, assessment of infants with muscle hypotonia is best performed
by an interdisciplinary team of developmental specialists, including paediatric neurologists,
paediatricians, medical geneticists and physiotherapists.
Keywords: muscle hypotonia, floppy baby syndrome, the floppy infant, electromyography.
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AHHOTAIUA

BrisiBneHue 0OCHOBHOM MPUYMHBI MBIILIEYHOW FMIOTOHUHM OCTAETCS TPYAHBIM, HECMOTpS Ha
JNOCTMKEHHS] B JUArHOCTMYECKUX Jlaboparopusx M Merojaax Busyanusauuu. CtpaTeruu
KIIMHUYECKON OLIEHKH U CTaH/IapTU3UPOBAHHBIE TECTHI Pa3BUTHS MOTYT IOMOYb B AU(epeHuanun
TUIIOTOHUM, BO3HUKAIOLIEH B pe3yjibTaTe MEPBHUYHOTO MOPAKEHUS BEPXHUX MOTOHEHPOHOB U
TUIOTOHUM HUYKHUX MOTOHEWPOHOB U JBUTATEIbHBIX €IWHUL. DTO OCOOEHHO Ba)XXKHO Yy JeTel
paHHero Bo3pacta. B aTom 0030pe n3naratoTcst 1 ONUCHIBAIOTCSI KOMIIOHEHTHI KIIMHUYECKOM OIICHKH:
MOAPOOHBIM JETCKUIl U CceMEHBbIH aHaMHe3, KIMHUYECKHME METOAbl M XapaKTePUCTUKHU IS
mudpdepeHunanun  nepudepuueckodl M LEHTPAJbHOM T'MIOTOHMM, a Takke KIMHUYecKas
olieHKa. PaccMOTpeHbl HeaBHUE MCCIEI0BaHUS, KOTOpble CrocoOCTBOBaIM U depeHInaIbHOMN
JMarHOCTHKE MBIIIEYHON T'MIIOTOHUU U JIaHbl HAIIpaBJICHUs JUIs OyAylux uccienoBanuil. B uneane
OlLICHKa MJIQJICHLEB C MBIIIEYHON THIOTOHHUEH Jydllle BCEro MPOBOIUTCS MEXIAUCUUIUTMHAPHOU
KOMaHJIOM CIEeLMAIUCTOB IO Pa3BUTHIO, BKJIIOYAs JIETCKUX HEBPOJIOTOB, NEIUATPOB, METUIIMHCKUX
TF€HETUKOB U (PU3UOTEPaIreBTOB.

KuioueBble ci10Ba: MbIIIEUYHAsi TUITOTOHUS, CHHAPOM Bsutoro pedbenka, CMI, floppy baby
syndrome, DHMI'.
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Tibbiyot hodimlarining kasbiy malakasini rivojlantirish markazi

MUSHAK GIPOTONIYASIGA DIAGNOSTIK YONDASHUV (ADABIYOT SHARHI)

ANNOTATSIYA
Mushaklar gipotoniyasining asosiy sababini aniqlash diagnostika laboratoriyalari va
vizualizatsiya usullarida yutuqlarga qaramay qiyinligicha qolmoqda. Klinik baholash strategiyalari
va standartlashtirilgan rivojlanish testlari yuqori motoneyronlarning birlamchi shikastlanishi
natijasida kelib chiqadigan gipotoniyani va pastki motoneyronlar gipotoniyasini farqlashga yordam
beradi. Bu yosh bolalarda aynigsa muhimdir. Ushbu sharhda gipotoniyasi bo’lgan bolalarning klinik-
anamnestik belgilari baholanadi: batafsil kasallik va oilaviy anamnez, periferik va markaziy
gipotoniyani farqlash uchun o’tkazilgan klinik tekshiruvlar va wularni baholash. Mushaklar
gipotoniyasining differentsial tashxisiga hissa qo'shgan so'nggi tadqiqotlar ko'rib chiqiladi va
kelajakdagi tadqiqotlar uchun yo'nalishlar beriladi. Ideal holda, mushak gipotenziyasi bo'lgan
chaqgaloglarni baholashni bolalar nevrologlari, pediatrlar, tibbiy genetiklar va fiziologlarni o'z ichiga
olgan rivojlanish bo'yicha mutaxassislarning multidisipliner jamoasi amalga oshiradi.
Kalit so’zlar: mushak gipotoniyasi, bo’sh bola sindromi, mushak gipotoniyasi sindromi,
elektroneyromiografiya.

BBEJIEHMUME. Cunapom Bsioro peOEHKa HE SBIACTCS CAMOCTOSTEIHLHON HO30JIOTHEH,
OJIHAKO €r0 BbIJIEJICHHE 0Ka3aJI0Ch HEOOXOAUMbIM B IPAKTUUYECKON MEIULIMHE, TIOCKOJIbKY KOMILIEKC
MIPOBOJMMBIX TE€PANEBTUYECKUX MEPONPUITHIA MPU MBIIIEYHOM THIIOTOHYCE Pa3IMUHON 3THOJIOTHU
4acTo ujaeHTuueH [1].

Tepmun mnpeanoxkeH B 1958 romy amepukanckum HeBponarosioroM ['pundunmom, XoTs
CJIy4au MBIIIEYHOW T'MIIOTOHUM ONMCBIBAIKCH €llle B Hadae XX Beka. [[0IM3THOI0rHYHOCTE 3TOrO
CHUH/IpOMa OJIHA U3 HauboJiee akTyaJbHBIX MpoOsieM HeBposioruu. Ha ceronusmHuii 1eHb U3BECTHO
6onee 100 HO307OrMYEecKUX (GOPM, OJHUM M3 CUMITOMOB KOTODPBIX SIBJISIETCS IPOIPECCHUBHOE
CHID)KEHHE MBIIIIEYHOTO TOHYCA €0 OCHOBHbIE KIIMHUYECKUE MapKepbl HECHIEIU(PUYHBI, a TEYCHUE U
ucxoy BapuabenbHbl[2]. Haunnas ¢ 1900 r. B cepun crareil BbIJAIOLIUNCS HEMELKUN HEBPOJIOT
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['epman Onmenreiim onucal COCTOSHUS, HAOMIOIaBIINECS Y ACTEH paHHEro BO3pacTa, ¢ CHUMIITOMOM
SIBJISTIACH MBIIICYHOU TUTTOTOHUH [3].

MHoecTBa 3TUX 3a0osieBaHMi UMeEIOT HeOnaronpuaTtHoe TedeHue. CHMIOTOMOKOMILIEKC
MBIIIEYHOW TUIIOTOHUU IPEICTABICH OJHOTUIIHON KapTUHOM M OOBIYHO PACIIO3HAETCS HA OCHOBE
YeThIpeX KIMHUYECKUX IPU3HAKOB. YK€ B POAUILHOM JJOME MOXHO YBHUJIETH [ 5] runepMoOuiIbHOCTh
CyCTaBOB; [4] HEOOBIYHYIO «pacIlJIaCTaHHYIO» T03Yy; [6] peKkypBaluii B cyctaBax. Heckoybko mo3xe
BBISIBJISIETCSL 3aJIep’)KKa MOTOPHOIO pa3BUTHA. Pe3ynbpTaThl (YHKIMOHAIBHBIX P00, TaKMX Kak
Tpakuusi 3a PYy4YKH, TFOPU3OHTAIBHOE U BEPTUKAJIBHOE IOJIBEIIMBAHUE, PE3YJIbTAaThl KOTOPBIX
MO3BOJISIFOT BBISIBUTH OTKJIOHEHHUS B HOPMaJIbHOM pa3BUTUU pebeHka.
Kpaiinsis creneHp mposiBICHUS BSUIOCTH Y JIeTel 10 6 mecsueB omnpeneisercs TepMunoM «floppy
baby syndrome»: B TSDKENbIX CiIy4asX TUIIOTOHMSI OKa3blBaeT BIIMSHUE Ha IM03y peOeHKa:
pasrudarenbHOE MOJIOKEHHE KOHEUHOCTEW C TeHJCHIMEeN K UX OTBEIEHHUIO U Hapy>KHOH poTanuu
«11032 JISTYIIKWY», CUMITOMOM «CBOOOJIHBIX» Hajuieunil. J[is nerelt paHHero Bo3pacta NMpU3HAKU
MBIIIEYHOU €1a00CTH MpEACTaBIEHBI BSUIBIM COCAaHHWEM, HapyIIEHHEM IJIOTaHUs, CIa0bIM KPUKOM,
JbIXaTeNbHOM HEI0CTaTOYHOCTbIO, 1ApaJ0KCaIbHBIM TUIIOM JIBIXaHUSI.

TepMuH «BsIbINA peOSHOK» MPUMEHSIETCS B OTHOUIEHUH JIETe paHHEro BO3pacTa, Y KOTOPbIX
MBbIIlIEYHAs] TUIIOTOHUS Pa3BUBAETCS B MEPHUOJ CTAHOBJIEHHS OCHOBHBIX MOTOPHBIX HaBBIKOB.
Perynsuus MpllIeqHOro ToHyca o0ecrneyrBaeTcsl pa3HbIMH OT/IEJIaMH KOPbl OOJBIIKX MOTyIIApUH,
CTBOJIa TOJIOBHOTO MO3ra, CTPUONAJUIMAAPHOW CHCTEMOHM, MO3KEeYykoM. B KoHeyHOM wuTOre
peayiv3anysi TOHMYECKMX PEaKIHM OCYLIECTBIIIETCS C ydyacTHeM O0Opa3oBaHUIl CErMEHTapHOro
peduiekTopHOro amnmapara: aibpa- U raMMa-MOTOHEHpOHaMH NEPETHUX POTrOB CHUHHOIO MO3ra,
JIBUTATE€JIbHBIMU M UYYBCTBUTEJIbHBIMH HepBaMH, addepeHTaMu HEpBHO-MBIIICUYHBIX BEPETEH.
Hapymenune 3TMX MexaHW3MOB Ha ()OHE CTAHOBJIEHHS OCHOBHBIX MOTOPHBIX HaBBIKOB Yy JETEl
paHHero Bo3pacTa U MPUBOAUT K PA3BUTHIO MBIILIEYHON THIIOTOHUU.

[To pacmpocTpaHEHHOCTH CHHAPOM MBIINICYHONW TUNOTOHMHM 3aHumaeT 20% cpeau Bcei
NEepUHATAJIbHOM NATOJOTMM HEepBHOM cucTeMbl. CHHIPOM HE UMEET HO30JIOTHYECKOU
CaMOCTOSITENIbHOCTH M B HacToslee BpeMs BKIodaeT Oosiee 80 3a00seBaHUil, NPOSIBISIIOIIUXCS B
paHHEM JIETCKOM Bo3pacTe AUPPYy3HON MBIILIEYHON TMIIOTOHUEH.

B uuncne npuyunH MBILIEYHON TMIIOTOHUH BBIIEISIIOT NIEpUHATAIbHbIE SHIE(ATOMUETONaTUI
pPa3IMYHOIO TEHEe3a, HEBPOJIOrMYECKHE, Takue KaK BPOXKICHHbIE IMOPOKH pa3BUTUS HEPBHOI
CUCTEMBbI, HAaCJIeICTBEHHbIE 00JIE3HH HEPBHOM CUCTEMBI, HaCJIeICTBEHHBIE 00JI€3HN 00MEHa BELIECTB,
HEeHpOMH(DEKINH a TaKKe COMATUYECKHE -CEICUC, BPOXKICHHBIE IMOPOKU cepAla, 3abosieBaHUs
SHI0KPUHHOW CHUCTEMbI, TATOJOT MU COETMHUTENIbHON TKaHU, HApYIICHUs TUTaHUs, METa00JINYECKHe
HapyLIeHUs], MEIMKaMEHTO3Hble MHTOKCUKauu Marepu. B 1969 r. V. Dubowitz npeioxui cuctemy
KJIAaCCU(UKAUU MBIIIEYHON TUIIOTOHUHU M0 KIMHUYECKUM KPHUTEpPHUSM C pa3/ie]IeHUEM Ha JIBE
IPYIIIBL:

* mepBas rpynmna ¢ npeoOiajaHueM Mapajvya C MbBIIIEYHOM T'MIIOTOHHMEH, BKIIFOYAOLIAs
pa3auyHbIe NaTOJIOIMH Ha CETMEHTAPHOM ypPOBHE.

* BTOpas rpymnmna c npeodiiaJjaHueM THIOTOHUHU C MBIIIEYHON TMIIOTOHUEH, BKIIOYAOLIAs

pa3iauyYHbIe MATOJOTUM Ha CYNPAaCErMEHTapHOM YpPOBHE, METa0OJMYECKHMMH HapyIICHUSIMH U
00JIe3Hb COCTMHUTEILHON TKaHU [7].
CHoXHOCTb JTMarHOCTUKU MBIIIEYHON TUIIOTOHUHU CBS3aHA C HAJIMYUEM PaA3IUYHBIX TOMHYECKU
OoOyCIIOBJICHHBIX BapuaHTOB pa3BuTHUsi. Hapymienne QyHKUMM Ha KaXIOM YYacTKE HEPBHO-
MBIIIEYHOr'0 YT MOXKET MPOSIBIISITHCS IpU psijie 3a001eBaHuil, N3 KOTOPbIX HauboJiee 3HAUUMBIMU
SIBJISIFOTCSI CEMb IPYIIIL:

1) BpoxxieHHasi MUOTOHMYECKask JUCTpodus 1-ro Tuma;

2) BpOKJIEHHAs MbILIEYHas JUCTPOPUS;

3) BpOXKJICHHBI MUACTCHUYECKUI CUHAPOM;

4) BpokJIeHHasi KOHT€HUTAJIbHAs CTPYKTYpHas MUOMATHSI;

5) cnuHanbHble MblieyHble arpoduu (CMA) 1-2-ro Tumnos;

6) HacieICTBEHHas JEMHEIMHU3UPYIOIlas MOTOPHO-CEHCOpHAsl MOJuHeponaTtus (rpymnmna
HACJIEICTBEHHBIX MOTOPHO-CEHCOPHBIX HEWpomnaTuil ¢ Ae0I0TOM B paHHEM JI€TCKOM BO3pacTe:

178



GOMEJULLAHA BA AMATUET VPHATA | JYPHAN GUIOMEULIAHI 1 MPAKTIAKY | JOURNAL OF BIOMEDICINE AND PRACTICE Ne6 | 2022

nonunedponatus Illapko — Mapu — Tyra 3-ro tuna, wim cungpom Jlexxepun — Cortra;
nonnHenponatus lapko — Mapu — Tyra 4-ro tuna, uinu 6ose3us Pedceyma);

7) BpOXICHHbIE HACIEACTBEHHbIE M INPUOOpETeHHbIE 3a00JIeBaHMSI T'OJIOBHOI'O MO3ra:
Haumbosee YacTo BCTpedamwllascs TIMIIOKCHUYeCKU-uiemMudeckas osHuedanonatus c¢ CMI,
HaCJIEICTBEHHbIE 0O0JIe3HH OOMEHa , HapyllleHHe MeTa0O0JIM3Ma CIOXKHBIX MOJEKYJ, BPOXKIECHHBIE
nopoku  paszputus — cuHapoMm KybOepa, muccaHuedanus, XpOMOCOMHbIE 0O0Je3HH,
roJionpo33HIedanus, HapyleHue TPOMEKYTOUHOTO MeTabomu3mal 8].

Boigensitor Takke J0OpPOKaYECTBEHHYIO MBIIIEUHYIO T'HIIOTOHMIO, XapaKTepU3YIOLIYHOCS
KPaTKOBPEMEHHOW THIIOTOHHEH C POXKICHUS, 3aTeM MPEXO el B (PU3HOTOTUUECKUNA MBIIICUHBIN
ToHyc. OHa CONMYTCTBYET MHOXKECTBY MATOJIOIMYECKUX (PAKTOPOB, MOBPEKAAIOIIUX [OJOBHONH MO3T
W/WIM  JIBUTATENbHBIC eauHuIbl. Yame mo00poKauyecTBEHHAs MBIIMICYHAs THUIOTOHMS SIBIISIETCS
TUTIOTOHUEHW IEHTPAJIBHOTO TE€He3a, MpU KOTOPOM OJAHOBPEMEHHO BBISBISIOTCS CHUMITTOMBI

YMCTBEHHOM OTCTaJOCTH W HEJOCTATOYHOM CIOCOOHOCTH K OOYYEHHUIO - JTO MPHU3HAKU
1epedpaIbHOTO HEOIAronoIy4yus: B HeOHATAIBHBIN Tepuos [9].
HCCMOTpr Ha JOCTHXKCHU S B AUATHOCTUYCCKUX Heﬁpoq)mnonornqecm/lx,

HEHPOBU3YATTM3ALMOHHBIX U MOJIEKYJIIPHO-T€HETUYECKUX MeTo1axX, [10,11] onpenenenre ocHOBHOM
MIPUYMHBI TUTIOTOHUU Y MIIQJICHIIEB OCTaeTCs 3aTpyAHUTENbHBIM [ 12]. [luddepenimauis BeposiTHbIX
IPUYMH TUIIOTOHUU Ba)KHA, YTOOBI M30aBUTh HEKOTOPBIX MJIAJICHIIEB OT HEHY)KHBIX MHBA3HBHbBIX
JMarHOCTHYECKUX METO/I0B, TAKUX KaK OMOIICHS MBIIIILL, KOTJ[a KaK TMIIOTOHUS LIEHTPaJIbHOI O T'eHe3a.
a He nepudepuueckoro resesa. M, npu HapylIeHUSX LHEHTPaIbHONW TMIIOTOHUU C T€HETUYECKOU
3THOJIOTHEHN, HampuMmep, npu cunapome JKyOepa, BaKHO MOCTaBUTH MOATBEPXKACHHBIN IHArHo3,
YTOOBI IOMOYb CEMbE C TEHETUYECKUM KOHCYJIbTUPOBAHUEM B OTHOILLIEHUH Oyaylieid 6epeMeHHOCTH
[13]. do cux mop CyLecTBYeT HECKOJIbKO OCHOBHBIX ITPUYMUH MBIILIEYHOW TUIIOTOHUM, /7151 KOTOPBIX
HET TOYHBIX JA0OPAaTOPHBIX WM BU3YaJIM3ALMOHHBIX O00cienoBaHul, [14] mosTOMY pOIIb
KIIMHUYECKOW KapTHHBI M OLIEHKU Pa3BUTHS MJIaJIEHIAa OCTAETCS BaKHOM, KaK 3TO ObLIO MPEII0KEHO
MHOTO JieT Ha3zan Jyoosuiem [15].

OpHako mpu TONMUYECKH OpueHTupoBaHHOM auarHocTuke CMIT mmenno merony DHMI

ABJIgeTCd HauOoJiee TOYHBIM U YIOOHBIM Jjsi npuMeHeHus. KpoMe 10cTaTodyHOl JOCTYNHOCTH,
OIEpPaTUBHOCTH, MPEUMYILIECTBA MUOTPapUUYECKOro METoJa — €ro mpsMasl HalpaBiIE€HHOCTb Ha
BBISIBJICHHE JIOKAIU3AINH TOPAKEHUSI.
YTo0OBl MOMOYB B paHHEW NTUArHOCTUKE MBIIIEYHON T'MIOTOHUM, OCOOCHHO MPHU HAPYLIECHUSX, NPU
KOTOpPBIX OKOHYATeJIbHbIE JIAOOPATOpHbIE WM BHU3yaJIHU3allMOHHBIE METOAbl HEJOCTYIIHBI,
KJIMHUIUCTBI JOJDKHBI BKJIIOYATh MOAPOOHBIM aHaMHE3 MIIaJIeHIa, a TaKKe CEeMEWHbII aHaMHes,
KJIIMHUYECKHUE OIICHKU W OIIeHKU pa3BuTHsi[18].

Cnauana Heob6xoauMo coOpaTh MOAPOOHBIC aHAMHECTUYECKHUE JTAHHBIC CEMbH, OEPEMEHHOCTH
u poaoB [19,20]. Cemelinplii aHaMHE3 JOKEH BKIIOYATh JIOOBIX JIPYTMX UJIEHOB CEMbU C
TUIIOTOHUEN, MBIIIEYHBIMU 3a00JI€BaHUSMU UM T€HETUYECKUMHU HapyLICHUSIMH; KPOBHOE POJCTBO
poauTenel U ATambl Pa3BUTHUS POIUTENCH, U OMM3KUX POJACTBEHHHUKOB [21]. DakTHYECKH, B CBOEM
PETPOCIIEKTUBHOM 0030pe 89 «BsUTBIX» MIIaJIeHIIEB, pOXACeHHBIX B riepuoa ¢ 1990 mo 2000 r., Birdi
et al. [22] cooOmuiu, yTo B ceMEeHOM aHaMHe3€ ObLIM HEBPOJIOIMUYECKHE WIIM HEPBHO-MBIIIEYHbIE
3aboneBanus y 46%. PojacTBeHHOE POJICTBO POAMTENCH TMOBBIINIAET BEPOSTHOCTH AyTOCOMHO-
perieccuBHbIX 3aboneBaHuil [21], Takux kak Oone3sHbr Bepaunura-I'opdmana. IlpenaTtanbublit
aHaMHe3 JOJDKEH BKJIIOYaTh ONKMCAHME MaTepblo IIEBEJICHUH IUIOAA, MHOTOBOJUS WM
ManoBoaus [11], moObix  3aboneBaHuM  MaTepy, KOHTakTa MaTepu C  HH(EKIHOHHBIMU
arentamu [21] u ynorpebiaeHuss MaTepbio HAPKOTUKOB Win ajkoroiis [23]. [lepunaranbHblil aHaMHE3
JOJDKEH BKJIIOYATh aHOMAlbHOE Tpe/UIekKaHUe IUI0/la, HAImpuMep, Ta30BO€ IpeIeKaHue,
Heo0X0MMOCTh KecapeBa ceueHus [23], OamioB no mkane Anrap, HOTpeOHOCTh B peCIMPAaTOPHOM
MOAJIEPKKE, TPYAHOCTH C KOPMJICHHMEM, HEHOpPMallbHbIe 103kl M cymoporu [11][23]. Hamuuue
TUCMOPPUYECKHX OCOOCHHOCTEN U MOPOKOB PAa3BUTHS B IPYIMX CUCTEMAX OPIaHOB JOJKHO OBITH
3apeructpupoBano [23]. Mcropust pa3BUTHA MIAACHIIEB CTapIle HECKOJIBKUX MECAIECB JOHKHA
BKJIFOUATh BO3PACT JIOCTUKEHUSI OCHOBHBIX MOTOPHBIX 3TallOB Pa3BUTHA, TAKHX KaK MOJHUMaHHE
rOJIOBKH, IEPEBOPAYMBAHUE, CAMOCTOATEIHHOE CUICHUE U TI0JI3aHUE.
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[To cmoBamM AWIBIHIM M €ro KOJUIET, IepBasi Ieib Ipy 00CIeI0BaHUH MIIAJICHIA C TUITOTOHHEH —
OTIPEJICITUT, SBIISETCS JIM OCHOBHAS MPUYMHA IEHTPaTbHOW Mtk niepudepudeckoii [24]. Heckonbko
METOJIOB KIIMHUYECKOW OICHKH, a TAK)Ke CTAHIApPTU3UPOBAHHBIC OLIEHKU PA3BUTHS MOTYT ITOMOYb B
muddepeHIAIIA TBYX OOIUX OCHOBHBIX ITPHUYHH.

XOoTs y MJIaJISHIIEB C THTIOTOHUEH [IEHTPAILHOTO U EpU(HEPUIECKOTO MTPOUCXOKICHUS MOTYT
OBITh 3HAYMTEIHHBIC COBIAICHUS KIMHUYECKUX MpHU3HAKOB, B Tabmuie | mnpuBeneHsl HEKOTOpHIC
o0IIue pa3Inyuusl WIM pa3iudds, OCHOBaHHbIC Ha WH(OpMaruu w3 0030pHBIX crated [21,25], a
TaK)Ke OpPUTHHAIBHBIX HcclenoBanuii [11] umm otyeToB o ciaydasx. Kpome toro, Vasta et al. [11]
WCCIICZIOBAIA YYBCTBUTEILHOCTh U CHENU(DUYHOCTD PA3IMYHBIX KIMHUYECKUX TapameTpoB y 39
MJIAJICHIICB B CBOEH BBIOOpKE C HEPBHO-MBIIICYHBIMU paccTpoiictBamMu. Camasi BBICOKAS
qyBCTBUTENBHOCTh M crieniuduanocts (0,97 m 0,75) Obtn OOHApYXEHBI TPH OTCYTCTBUU HIIH
3aMETHOM CHIDKEHHHM AHTHTPABUTAIIMOHHBIX MIBIKEHHH IPH OIEHKE MIIaJCHIIEB. BO-BTOPHIX,
UCTOpHS CHIDKEHHBIX JBIDKEHHH IUTOAa W MHOTOBOJMSI HWMeNa 4yBCTBHTENBHOCTH 0,75
cnerrduarocTs 0,88. TpeTbuM 1O BeTMUMHE COYETAaHNEM YyBCTBUTEIBHOCTH U CIETIM(PUIHOCTH JUTSI
HEPBHO-MBIIIICYHBIX HAPYIIEHUH ObUTO Hamm4re KOHTPakTyp (0,69 u 0,63).

Tabauua 1. Iuddepenunanus MbledyHOH rMNMOTOHUN LHEHTPAJIbHOIO U NepudepruuecKoro
npoucxoxaenus [11, 27, 25]

XapakTepucTuKa MenTpanbHbIT IMepudepuyecknia

Caaboctb Ot J1erKoi 10 yMEepeHHOI 3HAYUTENbHBIA
(«mapamuTHYECKHI )

I'nyGokue cyxoxxubHbIE YBEIMYMINCH Her, unu camxen
pediexchbl
MoTtopHBbIe 3a/1epKKH Ja Ja

AHTPIFpaBI/ITaIIPIOHHbIe HeKOTOpLIe (HO MCHBIIIC, Yacto OTCYTCTBYCT
ABUKCHUSA B ITOJIOKCHUH JIC)KA U 4YeM y TUIITUIHOT'O
Ha CIIHHE Mna,z[eHua)

IMoTsiHuTE, YTOOBI CECTH HekoTopoe oTcraBanue 3amMeTHOE OTCTaBaHHe
roJIOBBI (0OJIBIIE, YeM Y TOJIOBBI
OOBIYHOTO MJIAJICHIIA)

IHo3nanue/adpdext 3anep>KuBaeTcs Tunuaab

Ta6auna II. Cneunduyeckue xapakTepucTUKy nepugepuyeckoil rTHNOTOHUN B 3aBUCUMOCTH
0T 3200/1eBaHUS MJIU PACCTPONCTBA

Cnenudunyeckasi XapaKTepuCTHKA Bonae3nn/paceTpoiicTBo

LORTO 1A 0 ST g ia s wielilne o CrinHanbHass MbliedHas arpogus |1
WIS e el esis e ekl s sbe| tama (bonesns Bepaaura-I'oddmana)
chunkTepoB [27,21]

Bbicokoe HeOO [27] BpoxnenHbie MUOIATHH
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Hapyxnas opranbmonierus, i [PAWR]| MuacTteHn4YecKrne CHHIPOMBI

ATpohus  BHCOSHBIX MBI, " HECIOCOOHOCTE [\Y V(I L SO L @i (cay Lol i L
PACKPBITh KHCTH MOCJIe MAKCUMAJBLHOTO 3aXBaTa
(kak y maTepu mJajaenna) [21]

. a Bennett FC, nuunoe obmenue, 1980 1.

Crnenmduueckre  XapaKTepPUCTHUKH, CBS3aHHBIE C  HEKOTOPBIMH  3a00JIEBaHUSIMHU

nepuepruIecKoro IMPOUCXOXKICHUS, Tiepeuuciensl B Tadmume II . B cBoem 1l-nerHem
PETPOCTICKTUBHOM HCCJICIOBAaHUU HMCXO0JOB y S0 neTeil ¢ HeoHaranbHOW rumoToHued Richer u
KOJUTerd [ 26 | onmpenesTiiiy A0 Pa3IuYHbIX MEPUHATAIBHBIX H HEOHATATBHBIX (PaKTOPOB PUCKA,
JrcMop(doIIoTH JTHIA, CYXOKWIBHBIX Pe(ICKCOB WIIM MOTPEOHOCTH B BEHTWISIIIUU JICTKUX CPEIH
T€X, Y KOro B KOHEYHOM UTOre Obljla IMarHOCTUPOBAHA TMIIOTOHUS HOBOPOXKAEHHBIX LIEHTPAIBHOTO
WIH TIepUPEepUIecKOro MPOUCXOXKAeHUsA. Hambomee 3aMETHBIMH pa3NU4YMsIMH, O KOTOPBIX
c000111a10Ch, OBLIM MOTPEOHOCTH BO BCIIOMOTraTeIbHOM BEHTWISILIMY B HEOHATaJIbHOM Tiepuoje (36%
nerel ¢ neHTpanbHoi nmpuauHoM U 100% nereii ¢ nepudeprudeckoil IPUIMHON), OTCYTCTBUE HITH
CHIDKEHHME aHTUTpaBUTALIMOHHBIX IBUKeHUH (39% npoTuB 88% COOTBETCTBEHHO) U OTCYTCTBHE MIIH
CHIDKEHHE CyXOXKWIBHBIX peduiekcoB (39% npoTtuB 88%).
Henpexonsuiee 3HaueHre KIMHUYECKON OIIEHKU MIIAJICHIIEB C TMIOTOHHEW, HECMOTpPS Ha MHOIHE
TEXHOJIOTUYECKHE JIOCTUXKEHUS! B JIMarHOCTUKE, HEBO3MOXKHO IMEPeoleHuTh. B peTrpocnexkTuBHOM
aHanu3e mpoBereHHoOM Birdi et al. 89 Bsubix mmanenneB u3 60, y KOTOPBIX ObUT YCTaHOBJICH
OKOHYATeNbHbII JMarHo3, JUar{Ho3 OblJI OCHOBAH MCKJIIOUMUTENbHO HAa KIMHUYECKON OILIEHKE B
40% [22].

Knunuyeckast oLeHka [OJKHA BKJIKOYATh OLEHKY MBIIIEYHOTO TOHYCa, O€3yCIOBHBIX
pedIIeKcoB, CyXOKMIBHBIX pe(IIEKCOB, PEAKIINN Ha Pa3MEIeHHE, TI03bI TOKOS B TIOJIOKEHUH JIEKA U
JIeKa, BHIIPSIMIICHUE TOJIOBBI B cCTM0aHKe (BBITSTMBAHUE B MOJIOKEHHUE CUJIS), aHTUTPaBUTALMOHHbIE
JIBIDKEHUST W BH3YaJbHOE CJIeJ0BaHUE/HACTOPOXEHHOCTh [11,23]. Y MiajeHIleB ¢ THUIOTOHHEH
nepruepuyecKoro MPOUCXOKIACHUS TaKXKE YacTO BO3HHMKAIOT KOHTPAKTYPHI CyCTaBOB, HAIpUMED,
IPH  BPOXKJICHHOM MHACTCHUYECKOM CHHAPOME, MBIIIEYHON juctpoduu [28], crnuHAIBHOM
MbIeuHoi atpoduu I tuma [29,30].

[TockoJibKy y MIIAIEHIIEB C IEHTPAJIBHOM TMIIOTOHUEN BCJIEACTBUE OCTPOM HIIM XPOHUYECKOU
sHIIe(aTonaTHd BEPOATHOCTh PAa3BUTHS MHKpoue(halny BBINIC, YeM y JeTed C THUIIOTOHHEH
nepruepuyecKoro MPOUCXOXKICHHS, U3MEpEHHE U HAHECEHUE OKPY)KHOCTH T'OJIOBBI HA JHAarpaMMbI
pocTa [21] (OTHOCHTEIILHO IIEHTUJICH pOCTa M Beca) TAK)KE MOTYT JaTh KJIIOY K pasrajke.

UtoObl 1NOMOYL B OIEHKE BBILIEYIIOMSHYTOIO TIOBEJIEHHUS, CYIIECTBYET HECKOJIbKO
JIOCTYIHBIX HEBPOJIOTUYECKUX TECTOB I TECTOB Ha pasButTHe HEpBHOMI
cucteMsl [11]. peTpocreKTUBHOM HcceqoBaHUU 83 HOBOPOXKICHHBIX C TUIIOTOHUEH, TPOBEIACHHOM
Vastaet al.,, wucnonp3oBajach HEBPOJOTMYECKas OIEHKA HEIOHOIICHHBIX M JIOHOIIEHHBIX
HOBOPOXKJICHHBIX,  CTaHAAPTU3UPOBAHHBIA  TECT, OCHOBaHHbIM Ha  Hopme [31]. HApyrue
CTaH/IaPTU3UPOBAHHBIE TECThl, KOTOPHIE OLEHUBAIOT HEKOTOPHIE U3 BBIIIEIIEPEUNCICHHBIX BHJIOB
MOBEACHUS, BKIIOYAIOT TECT JIBUTATEILHOHW aKTHBHOCTH MJIaJIeHIICB [32], 0XBaThIBAIOIIHN
BO3pacTHOM Jnuama3oH ot 34 Henmenb OepeMeHHOCTH 10 4  MecsleB Tocie POIOB
(CKOppEKTHPOBAHHBIN BO3pAacT), u HEUPOMOTOPHBIN TeCcT Xappuca y
miazaeHIes [33], oxBaTbBaOIMKK Bo3pacTt ot 2,5 mo 12,5 jer. MecsieB, BKItOYas MPEAMET IS
HU3MEpEHUsT OKPY>KHOCTH T'OJIOBBI, TIpeIoxkeHHbIH Kpoydopmaom [21].

[Ipy npoBeneHWH HEBPOJOTMYECKOM OLICHKH MJAJEHIA C TUIOTOHMEW TakkKe BaKHA
CTaH/IapTU3UPOBAaHHAs OLEHKAa KOTHUTUBHOrO pa3BuTus. HecMoTps Ha 06osee  BBICOKYIO
pacnpoCTpaHEHHOCTh KOTHUTUBHOW 3a/IEp’KKH Yy MJIa/IEHIIEB C TUIIOTOHHEN LIEHTPaJIbHOT O TeHe3a, y
MJIQJICHIIEB C BPOXJICHHBIMU MHUOITATHUSIMH, MBIIIICYHON TUCTPOPUEH U MBIIICIHOW MHOTOHUYCCKOM
JUCcTpodueit Takke MOTYT ObITh 3HAYHUTEIbHBIC KOTHUTHBHBIC HapyuieHus [28]. Ilkambr pa3BuTHs
wianeHneB 1 Maielmed beinu 11, BeposiTHO, SABISIOTCS HIEaTbHBIM TECTOM, IMOCKOJIBKY OHHU
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BKJIIOUYAIOT B ce0sl 00JIacTU JABUTaTENbHBIX, KOTHUTUBHBIX U COLIMAIbLHO-OMOLIMOHAIBHBIX, a TAKXKe
peYM W aJaTUBHOTO TIOBEACHUS M OXBATHIBAIOT BO3PACTHOW auamaszoH oT 1 go 42 mecsma [34]. Y
MJIZICHIIEB C BBIPOKEHHOM ci1abocThio [21] omenka ¢ ucmons3oBanueMm beinu-111 wm mro6oro
JPyTroro CTaHJapTU3UPOBAHHOIO TECTa Pa3BUTHUS MOXKET ObITh 3aTpy/lHEHA WM HEBO3MOXKHA,
oco0eHHo, HanpuMep, y mutaneHneB ¢ bonesnnto Bepauura-I'odpdmana.

Take HyKHO IPOBOAUTH OLIEHKY ad(eKTUBHOrO noBeAeHus miiajeHna. [lo kmuHnueckomy
OTBITY aBTOpa, JaXe y MIIQJICHIIEB paHHEro BO3pacTa C BBIPAKEHHOH cIabOCThIO TYJIOBULIIA U
KOHEYHOCTEH mnepudepuueckoro reHeza, TaKOM Kak CIMHANbHAs MbliedHas atpodus | Tuma,
JIMLEBbIE MBIIIIBI, KaK MPAaBHJIO, OCTAIOTCS COXPAaHHBIMH, @ UX JIMIEBbIE MBIIILBI aKTUBHBL JTO
PE3KO OTJIMYAET ¢ MJAJECHLAMU PAHHEr0 BO3pacTa C paccTpoMCTBaMH LIEHTPaJbHON TMIIOTOHUH,
HarpuMmep, ¢ cuHapomoM JlayHa wim cunapomom Ilpanepa-Buiim, KoTopsle, Kak INpaBuHIIO,
MPOSBIIAIOT cIa0bIil apeKT U coluanbHOE B3aUMOIEHCTBHUE.

BeiBop.

ApceHan mnapakIMHUYECKUX BO3MOXHocTed aumarHoctuku CMIT pasnuyHoro reHesa
BKJIFOUAET METO/Ibl FTEHETUYECKUX, OMOXUMUYECKUX, TUCTOJIOTHYECKHUX, @ TAK)KE MHCTPYMEHTAJIbHbIX
HCCIIEIOBaHMM, TaKuX Kak HelpoBusyanusauus u annekrponeipomuorpadus (OHMI'). Ognako npu
TONMYECKH opueHTHUpoBaHHOW auarHoctuke CMIT mmenno meron DHMI sBnsiercst HambGonee
TOYHBIM U YJIOOHBIM sl mpuMeHeHus. Kpome nocTtaToyHOW JOCTYNHOCTH, OINEPaTHUBHOCTH,
MpeuMylIecTBa MHOrpaUUecKoro MeTojla — €ro mpsMas HalpaBICHHOCTh Ha BbISBJICHHE
Jokanu3zauuu nopaxenus. HecMotpst Ha 370, 3ddexkruBHOCTr DHMI' B AMAarHocTuke MbIIEYHON
TUTIOTOHUM HWMEET HEOJHO3HauHyto oueHky [16,17]. Ilo nmamweiMm  aBTOopoB [16,17],
gyBcTBUTENbHOCT DHMI' B uarHocTuke CTpyKTYpHBIX MHOMNATHI y JeTei 10 2 JeT cocTaBiseT
14%, yBenwmumBasicb 10 75% y nereit B Bo3pacte oT 2 nmo 7 jer. OgHako B OMyOJMKOBAHHBIX
MaTepuagax He CKIAIbIBA€TCsA IIOJHAs KapTWHA Bepu(UKALMM STHX BBIBOJOB, 4TO TpeOyeT
JTaIbHEHIIET0 HAyYHOT O Moucka ocodennocteit JHMI -uccnenoBanmii y nanmentoB co CMI'. Kpome
TOTO, IO JaHHBIM OTEYECTBEHHBIX M 3apyOEKHBIX PYKOBOJCTB, BKJIIOYas PYKOBOJCTBA IO
neguarpuueckor DOHMI', He pa3paboraH periamMeHT JAeTalbHOIO IPOBEIEHUS HIOJIb4aToi
anektpomuorpabpun (OMI'), dro mpeamnonaraer pas3MYHbIE KadyecTBO W HWH(POPMATUBHOCTH
nmoy4aeMbIX pasHeiMu aBTopamu OMI-manubix. [lomumo crnoxkaoctn DHMI -uccnenoBanust B
mudpdepenunanbHo  auarHoctuke CMIT nepudepuueckoro M LEHTPAJbHOIO TIeHe3a TaKxKe
CYILLECTBEHHBI HEIOCTATOYHOCTH CBEJICHUH B JOCTYIHOM JIUTEPAType, BOSMOKHOCTH UCIIOJIb30BAHUS
no3utuBHON DHMI -muarHocTHKy COCTOSIHUS IIEHTPATBHBIX JIBUTATEIbHBIX TPOBOJHUKOB.
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