OCTACTCSl 10 HACTOSLIEr0 BpEMeHH HesicHbiM. OLHAKO Mbl OGHAPYXHJH TOJHOE CXOLCTBO
PHCTOSHSUMOJIOTHYECKOH aKTMBHOCTH B Me30TeIHM SHYHHKA (HEONYOJHKOBaHILE AaHHbiE)
# SnuTeJHaNbHBIX KOMIVIEKCAaX ONyXoJH Bpennepa. Bmecre ¢ TeM Hallle BHHMaHUE NpHBJEK
TOT (aKT, UTO THCTOXUMHYECKHE H THCTOIH3UMOMNOIHYECKHE NapaMeTphl B 206pOKaYECTBEH-
HLIX MYUHHIOSHBIX OMYXOJisIX MOJHOCTBIO COBNAJH C TAKOBHIMH B NEPEXOJAHOM 3MHTEIHH CJIH-
SHCTOM 0GOJIOYKH MOUEBOrO MY3BIPSA H MNEPeXOAHOKJIETOUHBIX MANHIAIOMAX, YTO CBHAETO/b-

. CTBYET, BEDPOATHO, 06 HX CAHHCM THCTOrHETHYECKOM HCTOUHHMKE — SOHTENHH YPOr€HUTAIbL-

HOro THna,

YIOK 616.899.5—053.2—06:616.5--003.871—056.76

M. K. Kysemun, P. T TyGaps, B. B. Bacuaesckas (UeGokcapnl). [Ba cayuas cunapoma
Werpena—dJlapccoHa B 0aHON ceMbe

' Cungpom Ilerpena—Jlapccona — HacaeaCTBEHHOE 3abo/1eBaHue, BBISBJSIOECECS B
fIepBEIe MecsiUbl XKH3HH pefenka. Xapaktepusyercst osurodpeHnell pasHofl CTENEHH B co-
HCTAHHH CO CNACTHYECKOH NUAJIErHeHl M BPOXKAEHHBLIM YHHBEpCAMbHHM HXTHO30M, 8 HHOTZA
STJICTITHIECKUMH  NIPUIIaJKAMH, IHTMEHTHBIM PETHHHTOM B 06JacTH MakyJbl, KapJHKOBBIM
WK THFaHTCKAM DOCTOM, FMNONJasHeHl MOJIOBBIX OPraHOB ¥ aHemueil. THI Hac/eIoBaHHS —
AyTOCOMHODEUECCHBHBIN ¢ BBICOKOH II€HETPAHTHOCTBIO H BapHadeJbHOH 3IKCIPECCHBHOCTHIO.

HecMoTps Ha peakocTb K/HHHUECKPH KapTHHBL H TPYAHOCTH JHATHOCTHKH, CUMIITOMATHU-
¥a 3a0o/ieBanus BecbMa cnenu(uuna. [IpEBOAHM ONUCAHHE ONHOIO U3 JABYX Hab.T0aBIUHX-
€ HaMH JeTeH W3 OAHOH cembu ¢ cunapomom [llerpema—Jlapccona, KoTopoe MomxKer npex-
TABJATE MHTEpec IUist NeAHATPOB U AETCKHUX HEBPOMaTOJIOrOB.

W. poanics 12.09.77 r. or 1-i GepeMeHHOCTH, KOTOpasi MpoTeKasna B MePBOM TpHMeCTpe
€ TOKCHKO30M, OTeKOB He Oblzo. Pojbl npexjpespeMeHHLIe, Ha 7-M Mecsue, TsaxKejble. Boapl
OTOUILIH paHo, DOJAbI TPOM3OULIH TOJbKO uepes 3 cyT. Macca Tesa pebeHka Npu poxKje-
Hul — 2900 r. 'K rpyan npuiomen 4epes cyTkH. Boimucan uepes 9 nHeil. B meperie 2 mec
OBlT GeCNOKONHBIM, GOJbIIE MAAKaJ 1O HOUAM. Tonosy pepxur ¢ 2—3 mec, cuaut c 6—7
Mec, XOMMTbL HauasJ ¢ 2 JieT, HCYBEPEHHO, YacTO CHOThIKAJICs. BospacT MaTepn — 29 .er,
oTua — 32 roja.

[MocTynun BHepBEIE B neTcKoe HeBpoJorHueckoe oTaeneHue 13.09.83 r. mo MOBOAY cJIa-
G0CTH B HOrax, HSBO3MCIKHOCTH CAMOCTOSITEJNBHO XOAHTh., OGHEKTHBHO pe6eHOK NpaBH.Ib-
HOTO TEJIOC/I0KEHHS, yAOBJETBCPUTENLHOrO NMHTAHHS; KOXKA BCEro TeJa 3eMJHCTOro 1BeTa,
<€yXas, MODUIHIHCTas, NOKPBITA MEJKHMH H KPYIDHEIMH dYellyfiKaMH C CaMOro pOXKIEHHS.
TlnrmenTHbIE  (SPUTPOLEPMUYECKHE) HXTHO3 HMeeT YHHBEpCAJbHBI XapakTep, YCHJEH B
CKNaJKax KOXH, Ha OOKOBBIX MOBEPXHOCTAX TYJOBHILA, OTCYTCTBYeT Ha KOXeE JHIA, BepX-
Hell YacTH IleH, KMCTEeH H CTON, NpPOMEXKHOCTH H NOAMBILICYHBIX BITAJUH.

Ilcnxonepposioruueckuii  craTyc: OTCTaeT B INCHXOMOTODHOM pAa3BHTHH, IPOH3HOCHT
‘TOIbKO OT/JE€JIbHBIE CJIGBA, 3HAUHTE/bHblE H3MEHEeHHs B PAa3BHTHH HHTEJIEKTA.

ToHyc MBI  HHXHHX KOHEYHOCTeH MOBHILEH, CYXOMKWJbHBE pedJeKchl BHICOKHE,
< pacwHpeHHo# peduaekcorennoll  30HOH. C ABYX CTOPOH BHIABJSIOTCA  INOJOXKHTEIbHBIE
¢umnromsl babunckoro u OmnnenreiiMa, KJoHychl croml. Iloxoaka cHacTHKO-TapanapeTH-
qeckasi. :

3aKJ/I04YeHHe OKYJIMCTa: [JIagHoe AHO 6e3 M3MeHeHH.

Ipu aoronmennueckoM  obcaeloBaHMH OTMEUEHO OTCYTCTBHE WHTepeca K 3aHSATHIO.
Crpemsennst k peueBoMy OGLIEHHIO He OGHApyMKHBaeT, OGDAIMIEHHYIO peub HOHHMAaeT orpa-
HUYeHHO. DBbIMOJIHSET JHIIb OTAENbHbE UHCTPYKUHH. B 00HXOZe JHIUBL HEKOTOPEHE CJOBa,
¢$pas HeT. 3BYKONPOKSHOIIEHWe Hapylieno. IlaccuBHBIE cJ0Bapb Heckoabko mnpeoiagaer
HajJ akTHBHHIM. JIekcuueckuil 3amac kpaline GegeH.

Ha o6sopnoii KpanuorpamMme cBOJA H OCHOBAaHHSI Hepena NATOJOTHH HE BHISIBJEHO.
Peakuusa Baccepmana orpunartesssas. PCK Ha Tokcomiaamos oTpunatesbHas. YpOBEHb
aMMYyHOryIo0yaunoB A — 9,4 mMrmoss/a, G — 53,7 MgMoab/a, M — 1,2 MrMOab/a1. Conepxa-
HHe KaJus B KpoBH — 3,9 MMoJab/n, Kaablus — 4,7 MMOJbB/I, docdopa HeopraHWIECKOrO —
0,64 MrMoOxL/a, Keje32 CHREOPOTOYHOro — 10,7 MxMoan/1. CIHHHOMO3roBasl XKHAKOCTh 6ec-
uBetHasi, npospaunas, 6enok — 0,33 r/a, uutos — 2 - 10° B 1 1.

ITo pesysabTaTaMm omnpoca pojauTesell H POACTBEHHHKOB COCTaBJ€HA PONOCTOBHAS IpO-
GanjoB, MO3BOJMBIIAS BLISBUTL GJHM3KOPOACTBEHHHIH 6pak y 6abkKu MO JHHHH oTHa. ¥ Je-
na (I3) u cubca (IIls) oOnapyKeHbl JIETKHIl HXTHO3, NPH3HAKM NHPAMHAHOH HELOCTATOHU-
HoCTH (MaToJIOTHYEeCKHe 3HaKH ba6uWHCKOro, KJOHYC CTON), YTO YKAa3blBAET HA CTEPTYIO
dopmy cuuapoma lllerpesa—Jlapccona.

YIOK 617.53+616.71—002.27]—02:616.28—008.1—073.48

JI. TI. Ceatko, HU. JI. CoGoan (Kasanb). 3HaueHne yJabTPa3BYKOBOro HCCJEIOBAHHS
B JHArHOCTHKEe CJYXOBbIX HApyLIEHHH mnpH wWeHHOM OCTEOXOHAPO3e

Mur nposesit KOMILJIEKCHOE ayAHOMeTpuueckoe oGcsefoBarue 105 GOJLHEIX c Hapyme-
HHEM cayXa, OOYC/OBJEHHLIM LICHHEIM OCTEOXOHAPO3OM. B3aHMOCBf3b MOpaXKeHHS CIYXO-
'BOro aHaJu3atopa H LIEHHOro OCTEOXOHADPO3a CYHTaJach aGCOJIIOTHO MOKa3aHHOH, eClTH B

459



pesyqabTarte MaHyaJH:HOﬁ Tepaniu MIEHHOTO OTjesa IMMO3BOHOYHHKA OTMedaJoCh YyJaydlleHHe:

ciyxa,

Kak mokasajH pesy/bTaThl ayAHOMETPHUECKOro ofc/efoBaHuf, HapylueHne clyxa y
GOJbHLIX DIEHHBIM OCTEOXOHAPOZOM ualle OblBA€T ABYCTOPOHHHM, NpHYEM 6oJsiee BbIpazKeH-
HBIM C OJIHOil CTOPOHBI, a IO Xapakrepy — ABYX THIMOB: HUHCTO 3BYKOBOCIPHHHMAIOLLH]
¥ 3BYKOBOCHDHHHMAIOLIKIL C SIBJEHHSMH HapyLIeHHs 3BYKONDOBELEHMs, BO3MONKHO, BO BHY-
TpeHHeM yXe. AJresnBHble BOCMAJHMTEJbHBIE NPOUECCHl B CPEAHEM yXE HCKJIOUANUCD. Ilpn
HCC/IeIOBAHHH MOPOTOB CAYXOBOH YyBCTBUTEJIBHOCTU K yJbTPa3ByKaM BEIABJICHO HX kKosneba-
HHe B A0BOJbHO IINPOKHX mpefetax: oT 2 o 18 B (mopma —0,5—2 B). VYayuuienne cayxa
Nox AeficTBHeM MaHyaJbHOI TepaldH HACTYNajo y OOJbHBIX, y KOTOPBIX I1IOpOr' UyBCTBH-
TEJLHOCTH K yJbTPa3ByKy He mpeBeiuan 5 B. Oxnako Jatepainsalust yJbTpasByka y STHX
GOJbHLIX (TOCJe JIeUeHMsi) OcCTaBasiach 6e3 M3MEeHEeHWH, HeCMOTpsi Ha HOpMaJM3allHIo IOpo-
ros. B OCHOBHOM 3TO GBUIN GOJbHBIE CO CMELIAHHOH TYrOYXOCTDIO, NJIHTEIbHOCTb 3afoJieBa-
HUS KOTOPHIX He mpeBnimajta 2 Jer. ¥ 11 wus 21 mnabmoaaemoro co cMeulaHHOH TYro-
YXOCTbIO YJbTPa3BYK Jarepaiu3oBajcs B Xyxe CJpilaniee yxo, B TO BpeMs Kak TOHBL
OGBIYHOrO  [MANA30HA 4acTOT HEe HpPPAJHHPOBAJH. AcHMMETpHst cayxa y HHX Oblaa Bbipa-
HeHa HesHAUUTeJbHO. YJyulleHHe c/yxa, HacTynHBIlee IOJ AeACTBHEM aTOreHeTHYeCKoH
TepanuH, CBMAETEJbCTBOBAJIO O TOM, UTO AaHHas ayIMOMETDHUCCKAsi KApTHHA OTpaxaJa:
Hersay6oKHe (GYyHKIHOHAJbHblEe (06paTHMEBIE) H3MEHEHHs B CJYXOBOM aHAJHM3aTODE. C npy-
rofi CTOPOHBI, Y GOJBHBIX € YHCTO 3BYKOBOCIPHHHMAOLIEH TYTrOyXOCTBIO M BBLICOKUMH IOPO-
raMu YyBCTBHTENLHOCTH K YJbTpassyKy (Gosee 10 B) yuayuwmenue cayxa e HaO6JI01aJ10Ch.
V/bTpasByK, KaK H TOHbl OGBIMHOTO IMala3OHa YacToT, JaTepasiusoBaJjcd B yXO, KOTOpOe
cablano gayuite, ¥ 36 GOMbHLIX LIEHHBIM OCTEOXOHAPO3OM C KJaCcCHYeCKOH KapTHHOH CHH-
APOMa TIO3BOHOUHON apTepuu M PeorpadHyeckH AOKA3aHHBHIM BEPTEODOTEHHBIM HapyLICHHEM
KPOBOTOKa B BepTe6poGasnasipHOM OaccefiHe Ha OObIMHOIN TOHAJbHOH ayauorpamme H3Me-
HeHuil TIpaKkTHYeCKH He BHIABJSIOCh. [1OpPOrH CJyXOBO# UYBCTBHTENBHOCTH K YJbTPasBYKY
TakkKe y GOJBIIMHCTBA M3 HHX OblJM HODMaJbHBLIMH H JIMIIb Yy HEKOTODBIX cJeTKa IOBH-
leHHBIMH. OHaKo GOJBLIMHCTBO GOJBHEIX OTMeUaJd JaTepaju3aluio yJAbTpasByKa.

Taxum 06pasoM, MCXOASl M3 TOJYYeHIbX NaHHBIX, MOXHO 33KJIOUHTDb, YTO HCC/IENO0-
BaHHe JaTepasJu3alMH YJbTPasByKa y OOJbHBIX LIEHHBIM OCTEOXOHAPO30OM BLIABJACT 60-
Jiee paHHHe H3MEHEHHs B CJIyXOBOM aHa/iu3aTope B CBASH C naToJorHeil IeHHOro OTAeNa:
IIO3BOHOUHMKA. B TO Ke BpeMsl HMCCJeI0BaHHE [OPOTOB YYBCTBHTENLHOCTH K yJbTPasBYKY
noMoraet onpefensiTb (QYHKUHOHAJILHYIO, OGPaTHMYIO CTaiHIO MOpaxKeHHs CJAyXOBOro aHa-
JIU3aTOpPa W CBOEBPEMEHHO HAUHHATD NATOr€HETHURCKYIO TEpaIrHIo.

PALLUOHAJIU3ATOPCKOE NPENJIOKEHUE

YK 616.71—001.5—089.84:615.477.33

YCTPOKICTBO OJId ONHOMOMEHTHOV KOMIIPECCHH
U OUKCAIMM KOCTHbBIX OTJ/JIOMKOB
[TPU1 OCTEOCHHTE3E TIEPEJIOMOB TPYBUATBIX KOCTEM

A A, Asdees

2. Kasano

OjuuM M3 BaXHBIX MOMEHTOB IPH OCTEOCHHTE3€ MEpeJOMOB TPybuaThiX KOCTEH SIBJS-
€TCsl yCTpaHeHue CMelleHus OTJIOMKOB H yAepiKaHue MX B [PaBHJILHOM [OJIOXKEHHH [0 3a-
BEpLIEHNs MAHHNYJSILHUA M0 HX (PHUKcauMH. BrimyckaeMble OTeUeCTBEHHOH MEIMILMHCKOH HpO-
MBIIIIEHHOCTBIO IS 9THX nesel 2—3-pOoKKOBBHIC KOCTOAepKaTedd H Apyrue (GuKcUpymouue
YCTpOHCTBa ile OTBEYAIOT MOJHOCTBIO NpexbsBIA¢MBIM K HuM TpeboBanuaMm. Ilpu ux muc-
TOJIb30BAHUH HEPEAKO HAGMICHAIOTCS YIVIOBBIe H IIONEepeyHble CMElleHHsT OTJOMKOB, YTO
CO3/laeT TPYMHOCTH IPH OCTEOCHHTe3e, HeGJArompusiTHO OTpa)KaeTcs Ha Ipouecce KOHCO-
JHAALHH TIepesoMa.

Iust ycTpaHeHust CMENIeHHSI B KOMIPeCCHM KOCTHBIX OTJOMKOB 4YacTo IIPHMEHSIOTCH
JIOTNOJIHHTEIbHEIE YCTPOHCTBA — KOHTPAKTOPHl. DTH yCTPOHCTBA OOBIYHO HCNOJIL3YIOT IPH
OCTEOCHHTe3e CHENHaJbHBIMH KOMIPECCHPYIOUIMMI HAKOCTHHIMH IJaacTHHamH. OnHako, cO3-
JaBasi TAry IO OCH, OHH He OOeCHeuHBalOT AOCTATOYHOH (HKCAIMH KOCTHBIX OTJIOMKOB.
KpoMe Toro, KOHCTPYKTHBHOE pelleHHe KOMIIPeCCHPYIOUWINX HAKOCTHBIX IJIACTHH HMeEET elle
OIMH BecbMa CYUIECTBEHHBIH HENOCTATOK: JAOMNOJHHTEJbHbIE Na3kl M OTBEPCTHS B HHX 3Ha-
YHTEJbHO CHHMIKAKT MPOUYHOCTb M JKECTKOCTb NJIACTHH, a 3HAYUT U CTeleHb 3ajeja «MeTall—
KOCTb».

B nensx ofecnedeHHsl OAHOMOMEHTHO KOMIIpECCHH W (HKCAlMH KOCTHBIX OTJIOMKOB
IPH OCTEOCHHTE3e NEPEioMOB TPYGuaTHIX KocTel mM0Gofi HAKOCTHOH MNJacTHHOH u Ges Hee
HaMu paspab6oTaHO YCTPOHCTBO AJs ocTeocunTesa (puc. !, 2).
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