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BPOXAEHHbLIE MUACTEHUYECKWE CUHIPOMb!
B.A.HepeTuu, 6.B.ArachoHos, O.M.CupopoBa

MockoBcknii 06,1aCTHOMH Hay4HO-HCC/IEA0BATE/ILCKHI KIIHHNYECKH i HHCTHTYT

Hapsny ¢ ayroummyHHO# MuacTenuei, naToreHes KOTOpoii NpeaCTaBNeH 06Pa3OBAHHEM aHTUTEN K peuento-
pam auetunxonuHa (ATPAX) cymecTByIOT MOHOreHHble GOpMbI MHACTEHHU € ayTOCOMHO-PELECCHBHBIM H ayToCcOM-
HO-OMHHAHTHLIM THUIIOM HAaC/IC/0BaHHA, IPH KOTOPEIX Y 6OMBHBIX OTCYTCTBYIOT ATPAX.

Ha 34 mex mynaponsom pabouem cosewannn Esponeiickoro HepBHO-MBIIIEYHOTO Llentpa B 1995 r. (1) 6pu1a
NPUHATA KJIACCH(HKAUMA BPOXAEHHBIX MHACTEHHYECKMX CHHAPOMOB: Tun I ayTOCOMHO-peniecCUBHBIN: la CeMeiinas
paHnfa gerckas Muacrenus; I IloscHas koHeyHOCTHas MHacTeHus; Ic Hedunur aLeTUWIX0NHHICTEpa3nl (AXD); Id
Heduumt aueTunxonnHoBbIx peuentopos (AXP).

Tun I1 ayrocomuo-noMunanTHsii: 11a CUHAPOM MEIEHHOTO KaHana,

Tun II1: cnopaauyeckue cirydaun 6e3 ceMeiiHoro aHaMHe3a, HCKITIOUas ayTOUMMYHHYIO0 MHACTEHHIO.

Pa3paboTaHsl AHAarHOCTHYECKHE KPHTEPHH BPOXICHHBIX MHACTEHHUECKMX CHHIPOMOB. BposxaeHHsIH MHa-
CTeHHYeCKuil cunapom Tun la:

CemelHbIl panHuil AeTCKuif MHACTEHIYeCKHH cuHapoM. Knunmyeckue KPUTEPHH: 1) THI HacCIeAOBaHUS ay-
TOCOMHO-DELECCHBHBIN; 2)HA4aNo C POXACHHA 10 PAHHErO NETCTBA C HEMOCTOAHHBIM NITO30M U BOBJIEYEHHEM GyJib-
GapHoii MycKynaTyphbl (IU10XO0i KPHK M 3aTpyAHEHHE KOPMJIEHHA) H BO3MOXKHO HapyuUIeHHe RbIXaHUs; 3) TeueHHe: B
AETCTBE CUMNTOMbI 3a00/IEBAHUSA OT JIETKOH CTENEHH TAKECTH 0 YMEPEHHO BLIPAXKEHHOMN C1ab0CTH, NT03a WK op-
TanbMonapesa. Bo3sMOXHbI 3MM30/b! YXyALIEHUA COCTOAHUA 0GBIYHO NPH MOBBILIEHHH TEMIEPATYpbI TeNa U B036yX-
AICHHHM, KOTOpbIE MOTYT NPHBOAWTL K HapyUICHHIO ABIXaHMA M anmnod. B mocrnemyiomeM MHaCTEHHYECKHE CHHAPOMEI
CTAHOBATCS MEHEE BBIPAXCHHBIMH C JITKMMH JI0 CPEHEN CTENEHH TXKECTH YTOMIAEMOCTH U ClIaBOCTH TIa3HbIX, JH-
LCBBIX, OyNBGAPHBIX MBIILILL K MBILIL KOHEYHOCTEHH; 4) AHTHXOIMHAICTEpa3Hble NPENapaThl 0GbIYHO YMEHBINAIOT KIHHH-
Y€CKHE CUMNTOMEL 5) JIONONHUTENbHbIE CUMITTOMBI: CYXOXHIBHBIE Pediexchl He 3aMeHeHbl. Het atpodmii u cumro-
MOB MHOTIATHH.

Jlaboparophsie kputepuu: 1) JleKpeMEHT NpH CTUMYJIALMK MBILILEI C YacTOTol 2-3 ', PeHOMeH MCTOIMEH s
NPH JUIMTESIBHON WIH NMOBTOPHOM CTUMYJALMH ¢ yacToTodt 2-3 ' B Teyenne 3 mun. 1) Dnextpomuorpadua (AMI)
CAUHWYHOTO MBILIEYHOTO BOJIOKHA M3MCHEHA TAKKE KaK U IPH ayTOUMMYHHOH MHACTEHHH, 33 HCKIIIOYEHHEM TOTO, 4TO
“MCTOLICHUE” MOXKET GbITh B IIEPHOA NPOIOHTMPOBAHHOM AKTHBALIMK HIIM AKCOHATBHOM CTUMYJIALMH.

Hcxmovatomue kputepun. 1) H3MeHeHHe CyXOKWIBHBIX PedeKCOB WIH CHMITOMBL MHONATHH, aTpoduu. 2)
Iporpeccuposanue Gonesnu. 3) Hammune ATPAX. Virywwenne npu miasmadepese u HMMYHHOCYTIPECCHBHO# Tepa-
nuH. 4) Isoitnoit CMAP npy CTUMYNALMA € AMHHYHOTO MBIILEYHOrO BOJIOKHA.

BpoxpenHeiit Muactenudeckuii cuHapoM Tun I8: KOHEYHOCTHBIH NOACHON MMACTEHUYeCKHil cunapom. Knu-
HHYECKHE KpHTEpHH. 1) Thn HacnenoBaHMA ayTOCOMHO-peLECCHBHbII/criopanmieckmii. 2) Hauano: o6b4HO B nogpo-
CTKOBOM BO3pacte. 3) ['TaBHbIH CHMNTOM: CUMMETPHYHAA CaGOCTb M YTOMISEMOCTh MBILULL IUIEYEBOrO M Ta30BOTO
nosca. JlabopatopHeie kputepuu. 1) JIeKpEMEHT NpH MOBTOPHON CTHMYNALMH C YacToToi 2-3 Iy, 2) Hanuuue ty6y-
JIAPHOIA arperaluy B MpIIILAX NPH FTMCTOXHMHYECKOM HCCEJ0BAHHH.

Hckmouyaiomue kpurepuy. 1) Bosneuenue rnasueix Moiuu. 2) J{Boittoit CMAP npu CTHMYIISLMH € IHHUTHO-
ro MelieyHOro BosnokHa. 3) Hamuune ATPAX. Yiyuimenue npu niasmadepese 1 MMMYHHOCYIPECCHBHO#M Teparnuu.

BpoxaenHblii Muactenudeckuit cuaapom Tun Ic: Cungpom nepuumnta AXD. Knunmueckue Kkputepun. 1) Tun
HAC/ICI0BAHHs ayTOCOMHO-PELIECCUBHBIA. 2) I'NIaBHbIE CHMITOMBI: @) HAayalo ¢ POXACHHA X0 2 JIET co cnabocTH M
YTOMJIEMOCTH TNa3HBIX, OyNBOAPHLIX M NULEBBIX MBILIL; 6) H36MpaTENbHOE BOBICYEHHE AKCHATBHBIX MBILILL, TIpHBO-
AALee K PUKCHPOBAHHOMY CKO/IHO3Y B GoNee MO3/IHEM BO3DACTe; B) MeUIEHHAA PEaKIIHA 3pAauKOB Ha CBET; r) HEYyBCT-
BHTCJILHOCTb WIM YXY/IICHHE NPH Ha3HAUY€HHH aLEeTHIXOJHHICTEpa3HbIX MpenapartoB. 3) JIONOMHUTENbHBIE CHMIITO-
MBI: CHI)XEHHE CYXOXHJIBHBIX peduiexcos. JlabopatopHble kputepun. 1) JlekpeMeHT npu NOBTOPHON CTUMYNALIUH
HepBa ¢ HacToTo# 2-3 I'll, He KoppeKkTHpYeMblit nposepuHom; 2) JIBoiiHoii CMAP npy cTHMYJIALMH €MHHYHOTO Hep-
Ba; 3) lepuumut AXD npH ruCTOXMMHYECKOM H/WIH HMMYHHOLMTOXMMHYECKOM HCC/EA0BAHMH MBI

Hcrmovatolume kputepuu. 1) YMeHblueHHe caGoCTH H yTOMIISIEMOCTH NPH HA3HAYEHUM aleTHIXOJHHICTE-
pasHbix npenapatos.. 2) Hamrine ATPAX. Yiryuienue nocne mwrasMadepesa 1 HMMYHHOCY IDECCHBHOM TepaITii.

Bpoxaennsiit MuacTenueckuii cuaapom Tun Id:

Cunapom aedunnra AXP.

Knuuuaeckue xputepun. 1) Tun HacnenoBanud, no-BHANMOMY, ayTOCOMHO-PELECCHBHbIA, HO Gonee wacTo
BCTpEHaeTCs y MyxuuH. 2) Havano: ¢ poxaeHus [0 2 JieT ¢ NTo3a, BoBNEYEeHH 6y1b6apHOit MycKynaTypsl H OT Jier-
KOi 10 yMepeHHO# c1aboCTH K yTomsemocTH. Het aBHBIX neproaos oGoctpenus. 3) TeveHue: o6biuHO nobpokauect-
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BEHHOE TEYEHHE, HO YCTORYMBOE Y B3POCIBIX. AHTHXOJIMHICTEpa3HbIE NIpenapaTsl OOBIMHO YyullaloT cocToAHue. Her
aTpoduii U cumnToMoB Muonatuu. JlaGopaTopHble kpuTepuu: okpauenHas AX3 yauHeHa, yMeHblIeHO Yncio PAX.

Hcxmouaromue xpurepuu. 1) Hamuue ATPAX. 2) Viyumenne npu muiasmadepese WIH HMMYHHOCYTIpeC-
cuBHO# Tepanuu. 3) 2-oit CMAP.

BpoxaenHslit MuacTeRnaeckuit cuuapoM Tun 1L

CuHApOM MEICHHOTO KaHana.

Knunnyeckue kputepuu. 1) Tun HacneoBaHHA ayTOCOMHO-HOMHHAHTHBIH C NOJHOA NMEHETPAHTHOCTHIO H
PasNM4HOMN 3KCIPECCHBHOCTHIO reHa GonesHu. Penko 6biBaloT cnopaamieckue Cilydan.. 2) OCHOBHBIE CUMIITOMBIL: pa3-
JIMYHBIA BO3PACT Hauasa co CcAaGOCTH H YTOMISEMOCTH Pa3IMYHbIX MBIIILL Pa3THYHON CTeneHn TaxecTd. [Iporpeccu-
POBaHHE MOCTENEHHOE WIH MHTEPMHUTTUpYIomee (CTYNEH4aToe) ¢ H3GHPaTENbHEIM BOBIEYEHHEM KPAHHAILHEIX M J10~
MaTOYHBIX MpllIL, pa3srudartesieil KUCTH M MajiblieB. Pa3iMuHOe BOBNEYEHNE JIHLEBLIX, [TA3HBIX K 6yAL0apPHBIX MBILILL..
3) JIONOJHHUTENbHBIE CUMNTOMBI: C1aboCTh H YTOMIAEMOCTh H30MpATENbHO MOPAXKEHHBIX MBIUIL, CHIKEHHE CyXO-
XKWIbHBIX pedekcos. JlabopaTopHele kputepun. 1) J[BoitHoii CMAP npn cTUMYSLMH €IHHHYHOIO HEPBHOTO BOJIOK-
Ha; 2) JlexpeMeHT NpH CTUMYJILIMI HepBa B IIOPaXKeHHOM Mble ¢ yacToToH 2-3 '

Hcxmouatouue kputepun. 1) Orcytcteue 2-ro CMAP wa OMT. 2) Hanuune ATPAX. 3).Ymyumenne npu
na3Madepese Wi HMMYHHOCYIPECCHBHO# TeparuH.

BpoxaeHHsle MuacTeHHueckue Hapyenus Tun 11

BxnoyaloTcs Bce GONBHEIE C MBIIIEYHO#H C1aboCThIO H YTOMIAEMOCTHIO IOKANILHOH WM reHEpan30BaHHOM €
HavayioM 0 12 neT ¥ HapyleHNEM HEPBHO-MBILIEYHOM NepelayH.

Hckmovatomue kputepun. 1) Hanmune ATPAX. 2) SBuble apyrue ¢opMsl BPOXKACHHBIX MHACTEHHYECKUX
CHHAPOMOB. 3) YnyulueHue npy riasMagepese WIH HMMYHHOCYNIPECCHBHOM TepanuM WM APYTHE NPU3HAKH ayTOHM-
MYHHOH 3THOJOTHH.

Ipy BPOX/IEHHBIX MHACTEHUYECKUX CHHAPOMAX onucaHo Gonee 40 MyTauuii reHos cyobeaunuy PAX (o, B,
O, €). I'en o-cyGpeaunnn PAX nokammsyerca B 2q 21-q 32 xpomocome, B- cy6vemunun - B 17 p 12 -pll, o-
cyGbeaunnit B 2q 33 gter (3-6). Ipu BpoxaeHHOM MHacTeHH4eckoM cuHapome THIT Id PAX comepxart y-cyGneauHuIy
BMecTO E-cyObeaunnus (A.Engel et al., 1996) (2).
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NPOrPECCUPYIOLLAS MbIWWEYHAA OUCTPO®USA BMEPU-APEU®YCCA
I0.M.Beno3epoB, M.KO.Hukavoposa, B.C.llepmuros, O.C.CtpaxoBa

MockoBckuii HUH nepnarpnu u gerckoii xupyprun M3 P®

[Mporpeccupytomas MpiteyHas gucrpodus Imepu-Lpeiidycca ~ X-cuernneHHas HacleJCTBEHHas JereHepa-
THBHas MBILIEYHAs AMCTPOdUS, XapaKTepu3yiouasicsa MbledHoi cinabocThio U mporpeccupyioueit atpodueil Mbiuy
6e3 BOBJEUEHHS B MPOLIECC HEPBHOI cucTeMbl. PalBuTHe crubGaTenbHBIX KOHTPAKTYp B JIOKTEBRIX CYCTaBax B PaHHEM
BO3pacTe, YMEPEHHO BhIPAXXEHHBII pectus excavatum, MOpPaXXeHHE CEPACYHO-COCYANCTON CHCTEMBI C PAa3BUTHEM TAXKE-
NBIX HapyWEHHUil pUTMa CepaALa W NPOBOAUMOCTH, 3 TAlOKEe OTCYTCTBHE BBIPAKEHHBIX NICEBAOrHNEpTpodui, yMCTBEH-
HOM OTCTAIOCTH M NpPEeUMYLIECTBEHHOE MOPAKEHHE MBIIIL TIPEAILIEYbS MO3BOJAET YETKO PasTpaHHYHTh MHOIATHIO
Omepu-Lpeiidycca or Muonatun JfromenHa/bekkepa.

[lepsoe ommcanue 3a6onepanna npunamiexur Dreifuss J.R. u Hogan G. (1961), a Taxke Emery AEH. n
Dreifuss J.R. (1966). OHi onucain ceMbIO, B KOTOPOit 8 poACTBEHHHKOB B 3 NOKOJIEHHAX CTPajaayu MHOMATHEH, nepe-
natomeiics X-CUerUIeHHBIM TyTeM, NpUYEeM KIHHHYECKHE NpoABieHHs 3a60neBaHUs OTIHYAIUCH OT Muomatuu [o-
weHHa/Bekkepa.

Emery A. E. H. (1987) Beiaenun cnexyioline TpH OCHOBHBIX KpHTEpHs 3a00jieBaHUA: MEJIEHHO NPOrpeccu-
pyIollas MbileyHas cnabocTh ¢ MEPBHYHBIM MOPAKEHHUEM MBILIIL IUIEHa M MEPOHEATLHBIX MBIUIL;, PaHHEE pasBUTHE
KOHTPAKTYp JIOKTEBBIX CyCTAaBOB, aXHJIOBBIX CYXOXHINHA H TYTOMOABIHOCTb MBILULL IEH; HAPYUIEHUS AEATENLHOCTH
CEpEHHO-COCYAUCTON CHCTEMBI (HapYLUCHNs PHTMa H MMPOBOXMMOCTH CEPAUA, KApAHOMMONATHA).

TToMHMO 3THX TIPH3HAKOB K KPUTEPHAM AMArHo3a OTHOCATCH X-CLUEIUICHHBIA PEeLeCCHBHEIA XapaKkTep Hacle-
noBatus, ae610T B Bo3pacte 4-15 JIeT H MeJIEHHO TIPOrpecCHpyIoIee TeUEHHE.
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