HOBHBIMM XanobaMM TIpU TMOCTYIIJIEHUHA ObUIM OT-
CTaBaHUEe B CUXOMOTOPHOM Pa3BUTHU, U3MEHCHMS
MbILIEYHOTO TOHYCA, CYROPOXHBIe MPUCTYTIbL. MBbI-
LIEYHBIH TOHYC Yalille ObL1 U3MEHEH MO cracTHyec-
KOMY THITY, YTO, MO Pa3HbIM HCTOYHUKAM, HEXapak-
TepHo st cuHapoma Iennu—Yoxkepa. Hepenxo
MMeEJTM MECTO KOCOTIa3He, MO3XeUKOBbIe, ITUPaMU-
Hble CUMIITOMBI. ¥ 2 OOJBHBIX CTapilero Bo3pacTa
(12 u 14 net) UBMEeHEHNH B HEBPOJIOTMYECKOM CTa-
Tyce He oTMeuasock. OmMH peGeHOK MOCTYITHJI C
XanobaMK Ha YacThie [OJIOBHEBIe 60JIM, APYToil — Ha
cynopoxHsiit cuHapoM. [Ipu obcnenoBaHuM Ipak-
TUYECKH Yy BceX GoapHbIX Ha OXO-BI' BeusiBiIsLICS
rMNepTEeH3UOHHO-THApPoNeaTbHBIN CHHAPOM, Ha
DBI' — naronoruyeckasi akTHBHOCTb U AU dy3HbIE
uameHeHust. Ha MPT npusHakamu cuniapoma JleH-
nu—Yokepa ObUIM paclUMpeHHe 3aJHel MO3roBoM
UMCTepHBI, TUTIOTUTA3Us YEPBsT MO3XeyKa, IIpU3Ha-
KM runpouedaiu.

Pexe npu MPT BHISIRISLTUCH IPYTHE aHOMaTUU
pa3BUTHsl TOJIOBHOTO MO3ra, a UMEHHO CHHIPOM
ApHonpra—Kuapu (HU3KOe CTOSSHUC MUHIUIMKOB
MO3XeYKa), TUIOILIA3KsT YeTIPEXYTOIbHOM I0IH MO3-
JKeyKa, THIOTUIa3usl TMOJTyLIapusi Mo3ra, pacluype-
HHe 3aJHEH BbIPE3KU MO3XEYKa U IIPOCTPAHCTBA PO~
3payHOU MEeperopoiku, Hauduyue V XKeJlyIodka.

TakuMm o6pa3oM, KITMHUKO-3IEKTPOPU3UOIOTH -
YecKOoe W KOMIBIOTepHO-TOMOrpadgmyecKoe Hcciie-
IOBaHUST HAC/IEICTBEHHBIX 3a00JIeBaHUIT U BPOXKIEH-~
HBIX TOPOKOB Pa3BUTHSI T'OJIOBHOTO MO3Tra SIBISIIOTCS
B IMaTHOCTHKe OGOJBLIMM TMoAcriopbeM, TeM 6osee
YTO KIMHUYECKH HX PACIO3HABAHWE TIPEICTaBISIET
HonbliMe TPYIHOCTU. ANeKBaTHasI TAKTHKA JIeUeHUsI
BO3MOXHA TOJIbKO IO Pe3y/IbTaTaM KOMIUIEKCHBIX HC-
C/IeIOBaHHI — KJTMHUKO-2JIEKTPOPHU3UOTOTUYECKHX,
6HOXMMMYECKMX U TOMOTpadHYecKHX.
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CLINICOELECTROPHYSIOLOGIC
AND MAGNETORESONANCE
AND TOMOGRAPHIC INVESTIGATION
OF HEREDITARY AND CONGENITAL
DISEASES OF THE BRAIN

I.I. Kamalov, O.1. Pikuza, L.G. Idrisov,
V.I. Uryvsky, M.M. Ibatullin

Summary

The combined investigation of hereditary and
congenital diseases of the brain using magnetoreso-
nance tomography is performed. The hereditary and
congenital diseases of the brain accompanied by dis-
orders of liquoroconductive tracts with medullary sub-
stance lesion are revealed. The investigation results
provide timely development of the treatment tactics
and rehabilitation of sick children. ',?
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JEYEBHO-ITUATHOCTUYECKAS TAKTUKA ITPHU OTPABJIEHUAX
DOOCPOPOPTAHUYECKMMU NHCEKTUIINITAMMN

DA Xaaumos, O.H. Makcumos, P.U. Iawueyaiun, C.B. uauxuna

Topodckas kaunuueckas 6oavruya No 1 (enasspaw — D.A. Xaaumos)

B cBf3M ¢ BBICOKOI JIETATBHOCTBIO TIPU OTPAB-
JIEHHAX PochHopopraHUYECKMMH HHCEKTHLIMIAMUH
(®OMN) B r. Kazanu u paitonax Tarapuu B 1983—
1985 rr. npoBeneH aHanMM3 KIMHUYECKOH KAPTHHBL,
TeueHUs!, 3¢pheKTUBHOCTH Jie4eOHBIX MEPOTIPUSITHIA,
XapakTepa NnaroMop¢OJOrHYecKUX HM3MEHEHUM B
opraHax y 420 GoJIBHBIX C epOPATHbHEIMU OTpaBJie-
HUAMU pacnpocTpaHeHHBEIMH POM: xmopodocom
(X®), kapbodocom (KP), nuxiodocom (ID), me-
Tacocom (Md).

HccnenoBanne ocobGeHHOCTEN KIMHUYECKOM
KapTMHBI U TeyeHUs: oTpamieHuiit ®OHM mnokasano
cleyouee:

— npu orpaeiieHussx Jd u XP npeobiamaior
CHMITTOMbI MyCKapHHOIOJOGHOIO U YMEPEHHOTIO LICH-
TPaJIbHOTO NeACTBMIA, TOrAA KaK Ipu oTparieHusix KD
U M® cuMnTOMBI MycKapuHOMOAO6HOTO, LIEHTPATb-
HOTO M HUKOTMHOMOZOOHOIO ACHCTBUM SIDKO BBIpa-
KEHBI U MpeICcTaBICHbl B PAaBHOH CTEIIEHHU;

— 3Ha4YMTeJIbHO MeHblume no3bl KO u MD B
cpaBHeHMU ¢ XD u P BBI3BIBAIOT OGUHAKOBEIE TIO
TSDKECTH OTpaBJICHMS;

— 1npu otpaBieHusx K® u M® yaiile ¥ paHb-
L€ pa3sBHUBAlOTCSI TsXKejlas sHUedaronarusi, LeH-
TpajibHas (popma HapylIeHUs] BHEIIHEro IbIXaHM;
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— JIeTAIBbHOCTh B mepBble 10 yacoB 1pH OTpaB-
neHusx K® u M® cocrasuna 30% Bcex cnyyaes ¢
MONOGHBIM HMCXOIOM, a MpU MHTOKcUKamu XD u
D neTanTbHOCTH Ha 3THX CPOKax He OTMEYayloch;

— nporHo3 otpasiieHuit KO u M® xoppenu-
POBaJI C BEIPAXEHHOCTBIO HUKOTHHOITOZOOHOTO CHH-
OpoMa;

— npu TspKessIX oTpaBiieHUsix @OU B neperie
CYTKU pa3BUBAaeTCsl paclipoCTpaHeHHasi THEBMOHHS;
CHMIITOMBI ITHEBMOHMH YaCTO MacKMpPYIOTCS CIIE1F
duuveckumu POU-cuMIToMaMu;;

— B 4acTH ciyvaeB oTpaniieHuit ®OU B npo*-
Lecce JiedyeHMs1 HabmomaeTcsi HapacTaHUE JHN60
YMEHBILIEHUE TSDKECTH COCTOSIHUSI B CPaBHEHMM CO
CTaTycoOM IIpM NOCTYIUICHUH: NIpHA oTpaBieHusx KO
1 M® — yaie HapacTaHUe TSKECTH, IIPU OTPaBJie-
Husix XD u I® — ymeHbHIEHUE;

— IIPY HEJOCTATOYHOM OYMILEHUM KMILIEYHHKA
y GONBbHBIX C TSXKEIBIMH OTPaBIIEHUSIMU Ha 3-4-¢
CYTKHM HabJiofaeTcst pe3Koe HapacTaHue CUMIITOMOB
BosaeiictBuss POU (2-s1 BoHA OTpaBJIeHMIT), KOTO-
pasi YacTO 3aKaHYUBaETCs JIETAIBHO,

— TAXECTb OTPaBJIECHWH U JIETAJIbHOCTb Hapac-
Tanu B psany AP, XO, KP, MD ¢ pe3kuM cKaykoM
oT ID-XP x KO-MD (jieTanbHOCTD IIpU OTpaBjie-




mwix AP — 2,5%, XO — 4,3%, KO— 37%, MD—
50%).

Ouenka 39pPeKTUBHOCTH JIeueGHBIX MEPOT PIS -
Tuit npu otpasiieHussx POU nossonuna caenats psa
KOHKPETHBIX BBIBOIOB:

— TaxMKap[Ms ¥ OTCYTCTBHE [MIIEPrHApo3a He
SIBJISIIOTCS] JOCTOBEPHBIMM cUMNITOMaMu 3¢ dekTnB-
HOW aTponmMHM3aLMU, Gojiee HageXHa OLEHKa I10
ILIUPUHE 3PayKOB;

— BJMSIHHE MHTEHCUBHOM aTPONMUHM3aLUM Ha
COCTOSIHUE CO3HAHUSI MOXET HCIIONb30BaThCsl KakK
[IPOTHOCTUYECKMI CUMNTOM: y GOJBHBIX ¢ 6aro-
MPUSITHBIM HCXOIOM OTPaBJIEHUs] CO3HAHHWE BOCCTA-
HaRIMBA10Ch Ha (POHE WHTEHCUBHOM aTpOIMMHU3A-
uun B 90% cnyvaes;

— orpaBneHust X® u JID, npu Kotopsix 6su1a
CBOEBPEMEHHO U alleKBaTHO IMPOBENeHA MHTEHCHB-
» ™ aTpOMMHM3aLMSA, KaK MPaBUIO, 3aBepPLIAIOTCS
BEL{3IOPOBJICHUEM;

— [O03bI aTPONIMHA, HEOOXOMUMBIE IS UHTEH-
CHBHOM aTpPONMMHU3AalWU, NIpU oTpapieHusIX KD u
M® mnpeBBILIAIOT T€, KOTOpPbIe TPeOYIOTCS IIPU OT-
pasneHusix JI® u XP npu ogmHakoBoM cratyce;

— INpPUMEHEHHE B KOMIUIEKCE JIEYeHHUS TsIXKe-
seix otpaBieHnit POU 3% mnaxuxkapnuHa MO3BOJIS -
eT 3¢ PeKTUBHO KyNMPOBaTh MPOSIBICHUS] HUKOTU-
HOMOIOOHOTO CUHAPOMA U TpenynpexaaTh MUACTE -
HUIO;

— JleyeHUe MepopaTbHBIX oTpaBiieHuit OU,
ocobeHHo K@ n M®, manoaddextusHo Ge3 Tiua-
TEJILHOTO OYMILIEHUST KUILIEUHUKA;

— reMocop6LUsi, axke MpoBONUMasi TIOBTOPHO,
He olpefieisieT GJIarONPUsITHOTO MTPOTHO34;

— B CJIy4YasiX PaHHEro MPUMEHEHUs CPEeACTB
npodWIakTHKH obuieTokcudyeckoro aeiictust @O
(ripssMble MepeuBaHusI KpOBU, UH(PY3UU OEIKOBBIX
“-glgtuapaTOB) OTpaBJIeHHUs ITPOTEKAIOT Jierye.

+% O61wLast JeTATbHOCTD NPU OTPABJICHUSAX DOHN B
HalMX HaGmoneHusIX coctaBuna 25%.

IporHocTHYeCKY He6IaronpusiTHBIMA CUMIITO-
MAaMH MOTYT CIYXHUTh: 1) paHHSISI U TsiKenas 3HLe-
¢anonaTusi; coxpaHeHMEe KOMaTO3HOIO COCTOSTHMsI
IpY KYMIMPOBAaHHBIX MyCKapUHOIIOAOOHDIX ITPOSIBIE-
HUSX; 2) pasBUTHE LIEHTpaJbHOH dopMbl Hapylle-
HUsS OBIXaHUST THOO MUACTEHUM OBIXaTeIbHOU MycC-
KyJaTyphl; 3) CYyOMOPOXHBII CUHIPOM; 4) NEKOMIICH-
CUDOBaHHBIM 3K30TOKCHYECKUI LIOK; 5) paHHee
pa3BUTHE MTHEBMOHMH.

AHanmM3 MaTepyajia TIoKasajl, YTo KJIMHUYeCcKast
KapTHHa U TeyeHue otpamneHuii ®OM 3aBucar ot
ux Buma. g @OU xapakTepHBl IMHAMUYHOCTb H
pasHOOOpasHble OCIOXHEHMSI, BIMSIONINE Ha UCXOX
otpaBieHusi. OcCOGEHHOCTU aHTUAOTHOM Teparmu,
HEOOXOAMMOCTh ITOBTOPHBIX MEPOTIPUSITUH IO OYM-
IIIEHUIO OpraHn3Ma GOJIBHOTO OT sia, CBOEBPEMEH-
Hast TpodbWIaKTUKa, TMarHOCTMKA 1 JIeYeHHe OCITOX-
HEeHMH TPe6YIOT MOCTOSIHHOM OLIEHKHU cTaTyca 60Jb-
F¥D.

> Ha ocHOBaHMY MaTepHAJIOB UCCIIEIOBaHMs, Ty0-
JIAKALMHM Opyrux aBTOpoB [l—4] MBI cunTaeM ueie-
co0Opa3HBIM MpOBeleHUEe CIeAyrollel JeyeOHo-au-
arHOCTUYECKOM TAKTUKH, OCHOBHBIMU I10JIOXKEHMSI-
MM KOTOPOM SIBJISIIOTCS JieYeOHbIe MEPOTIPUATHA:

1) paHHee, THIaTEJIbHOE ¥ MHOTOKpaTHOE OYH-
LIEHUE XeNylKka U KHUUIEYHUKa OO MCYE3HOBEHUS
sanaxa ®OU;

2) MakCHMAaJIbHO OBICTpasi MHTEHCUBHAS aTpo-
MUHU3ALMS 10 KYNVPOBaHMS MYCKapiHONOJo6HOro
CUH/IpOMA, NP 3TOM OCHOBHLIM OPUEHTUPOM Ciy-
XKMT yBEeJIMYEHVE LUMPUHBI 3pAaykKoB OO0 4-5 MM, U
ToanepXaHMe UX LIIMPUHBI TIOBTOPHLIMU BBeIEHU-
MU 1160, IpeANOYTUTEbHEE, TOCTOSIHHBIM BHYTPH -
BEHHBIM BBE/ICHUEM;

3) TulaTeNbHBIA KOHTPOJIb COCTOSIHHUSI cepied-
HO-COCYIUCTO! CHUCTEMBI, BOOHOTO M 3JIEKTPOJIUT-
Horo OaslaHca, TeMrepaTypsl Tena, 3dbdekTnBHOCTH
ObIXaHUST (OTKJIOHEHHE OT HOPMBI 3TUX MapaMeTpoB
MOXeT BbI3BaTh TaXMKapAMIO, CYXOCTb KOXK M CIH-
3UCTBIX M TEM CaMbIM MCKa3UTh KAPTHHY aTpPONUHU-
3a1un);

4) nMpy 3HAYUTEJILHOM HUKOTVHOTIONOOHOM CHH~
npoMe (OLIEHMBAETCsI MO BBIPAXEHHOCTH MHUODUG-
pHILISIUME) 11eecoobpa3Ho BBeneHMe 3% maxukap-
nmuHa B go3e 3-4 M 3-4 pa3za B cyTKHM (yMeHbLIeHNE
cTerieHU MUODUOPIIUTSILNI MOXET HabJIIOAATLCS TIPU
HapacTalolleM rnapaiuye cKeJeTHOH MYCKY/IaTyphl);

5) paHHee (TTOC/IE OYMILEHMS XKETyIOYHO-KH-
LIEYHOTO TPaKTa) NMPUMeHeHUe OeTOKCUKAIIMOHHON
reMocopOIIUK; TIPU HEOOGXOAUMOCTH €€ TTOBTOPEHHe
yepe3 6-8 yacos;

6) BOCCTaHOBJIEHUE aKTMBHOCTU XOJIMHACTEpa-
3b1 (TIEpPEeTMBAHUS CBEXel TOHOPCKO# KpoBH, YOO
KPOBH) TTOCJIe TeMOCOpPOIINHY;

7) TIpH TSDKENBIX OTPaBJIEHUSTX HEOOXOAUMO paH-
Hee HasHayeHHe aHTUOMOTHKOB LUMPOKOIO CIEeKTpa
11 IpoUIaKTUKY TTHEBMOHMM;

8) TSDKeCTh OTpaBIeHMsI CIeLyeT OLEHUBATE TOJIb-
KO TIO MCTeYeHUHN OIpPEeNeIeHHOTO CPOKa, Ha OCHO-
BAHUU KIIMHUWYECKOTO TeueHUst, 3hdeKTUBHOCTH
AHTUIOTHOH Teparnuu.

IIpyMeHeHMe NeyeGHO-AMaTHOCTUYECKON TaK-
THKM A auddepeHITMPpOBaHHON Tepaliy OCTPBIX
nepopaibHbix orparieHuit @O rmossoamno 3Ha4u-
TENBHO YJIYUYIIWTE [10Ka3aTelN JIeYEHUs — JIeTalb-
HOCTB B MOC/IeAYIONIMe Foabl CHU3WIach 1o 6,1—9,5%.
Ipu orpasneHusix XP u D jeTaqbHOCTL OTCYT-
cTByeT. M3aMeHWIach BpeMeHHas ee cTpykTypa — 75%
COCTaBJISIET NOCYTOYHAs JIETAIBHOCTL. B HacTosuiee
BpeMsi Mbl He HabiogaeM CIIydaeB OTpaBICHUH ¢
Pa3BUTHEM MHACTCHUU HbIXaTeJbHOW MYCKYNIATypHl,
Tpe6YIOIWMX IMTEIBHON MCKYCCTBEHHOM BEHTHISA-
MU Jierkux. TTopaXeHusl JIeTKUX IIPH TSDKEJIbIX OT-
PaBJIEHUSIX OTPAHUYMBAIOTCS OPOHXUTOM; CiIyJaeB
MHEBMOHHY HE OTMEYaeTcs.
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