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2.2. OCHOBHbI€ MPUHLUMbI U METOAbI Nle4YeHUs
dhapmMaKope3nCTEHTHbIX SNUencun

2.2.1. MocnepoBaTenbHOCTb flieyeHus hapmMaKope3nUCTeHTHbIX 3nunencu

Kak yXe yKa3plBaJoCh B Ha4ase IaBbl, MOHATHE HEKYPaGeIbHOCTH SB/ISIETCS YaCTHY =
HO CyGBeKTHUBHBIM, TIOCKONBKY BKIIIOYAET KOMITOHEHT OLIEHKU CBOETO COCTOSIHMUS Gofib=
HbIM. B 3TOM IJIaHE ceMeifHasl, CollMaibHasi MCUXOTepanus MOXET 0Ka3aTh OMpeaeneH=
HYIO TIOMOLib, MeIMLMHCKUI NICUXOJIOT MOXKET 06eCeyuTh CMEHY YCTaHOBKH 60/bHOTO
1 €70 BIN3KMX 110 OTHOLLEHUIO K 3a60/1eBaHHUI0, NU3MEHUTD €r0 COLIMATIbHYIO OPUCHTALIMIO
¥ PalMOHANLHO CKOPPEKTUPOBATh YPOBEHD MPHUTS3aHUM, MEPEBE/ CUTYALMIO B pa3psi
«TTepeHOCHMOi». DTO, B CBOIO OYEPE/b, YePe3 MEXaHU3M M3MEHEHHUS YPOBHS yHxumo-
HAJIbHOM AKTUBHOCTM MO3ra MOXET CIOCOOCTBOBATH YMEHBIUEHHIO YMC/IA U TAXECTH
MPUTAIKOB. B HEKOTOPBIX CJydasix MOTYT OKa3aThcsl 3 (eKTHBHBIMU METOMbI HEJEKap=
CTBeHHOI Tepariy, BKITIOYas ayTOreHHYI0 TPEHMPOBKY, METO/bI Grosornyeckoit odpar
HOi cBsI3M U . (cM. Hipke 2.2.1.4). OnHAaKo [IaBHas poJib B NOAABIISIOLIEM GONBLIMH T-
Be CJlyyaeB MPUHAUIEXUT (apMakoTepanuy. BeaeHue 60/bHOTO, MOCTYMMBLIETO I10 MO
Boay (hapMaKOpe3UCTEHTHOCTH, JOJKHO C/IE0BATh YETKOMY IJIaHY.

2.2.1.1. LLlar nepBbIsi: BbISCHEHNE MPUYMHBI HeKypabenbHocTh

ITaupeHTy, 06GPaTUBLICMYCsI 1O TTOBOAY (hapMaKOPE3UCTEHTHOM SMUJIENICHU, CledyeT
MPOBECTH [TOBTOPHOE TiLaTelbHOe obciefoBaHue (KIMHUKA, WHHTEHCUBHAS 33T, AMP,
D3I -suzeoMonuTopuHT, KT, 1abopaTopHble MccnenoBanysl). B pesynsrate BO3MOXHBL
Tpu Mcxoza: 1) HesnmnenTnyeckue mpuctymel (10-30%), 2) nporpeccupyloliiee Makpo-
CTPYKTYpHOE MopaxeHue i1 MeTabosnyeckoe 3aboseBaHue (2-10%), 3) bapmakope3u=
cTeHTHasi xpoHuyeckas smwiencus (70-80%) (puc. 7).

Kak yxe yKa3blBaJloch, He ToJIbko B Poccuu, HO 1 B CTPaHaX ¢ XOPOLIO NOCTaB/ICHH
STMIENTOOrMYECKO MOMOLLBIO He menee 20-30% Goavhblx, npoxo0AuUX cucmeman
cKoe npomugo3nutenmuieckoe AeHenie, Cmpaoawm Ha camom Oee HeINUALNMUHeCK:
npunadxamu. OcoberHO 6eauKa 6epOAMHOCIb HENpaGUAbHO20 OUAZHO3A NPU Pe3UCTNEHMHBIX
K npomusgosnusenmuseckomy Aedenuro npunadkax [21, 188]. bonsHoro HeoOX0aMMO TLIA=
TeIbHO 06C/Iea0BaTh KIMHUYECKH C MOAPOOHBIM aHAMHE30M, 0COBEHHO BKIIIOYask AaH:
Hble, MONyYeHHBIE OT GIM3KUX, HaGMIOIaBIIMX NPUNAIKK. B CIOXHBIX CIy4asX B AMDDE:
PEHLMALIMY STTUIENTUYECKUX Y HESMUIENTUIECKMX PACCTPOCTB UMEET 3HAUEHNE OLICH=
Ka KIMHMKO-3/IeKTposHLedanorpapMyeckux AaHHbIX 10 KCIEPTHO# cucteme <«
nmasp»> [15]. Eciu AuarHo3 OCTaeTcsl COMHMTENbHbIM, HEOOXOOUMO MPOBECTH BUIL
BT -MOHUTOPHHT (CHHXpOHHas 3aruch 9T 1 KapTUHBI Npunanka). [Ipy HeanuIenTH
YecKOM XapaKTepe MpUINagKoB 60JIbHOM MOoABEpraeTcs J006CIelOBaHMIO Ha YTOUHEHHUE
THITa TIPUCTYTIOB (COMATUYECKUE, TICHXOTeHHbIE, HEBPOTEHHBIE) U COOTBETCTBYIOLLEMY
JIeYEHUIO.

[py MOATBEPKAEHUM SMMIENTHYECKOTO XapakTepa MPUCTYNOB [POBOANTCS 1OTION=
HuTenbHoe ucenenosanue MPT wist yrouHeHus: Mopdonornyeckoro cyberpara 60/1e3HH
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Puc. 7. Cxema nieyeHus: «HeKypabelbHOW» 3NUIeNncun.
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| MCKTIOYEHHS] TIPOTPECCUPYIOLLET0 MO3TOBOro 3abo/ieBaHusl (Heoriasma, sHUeQanuT
)i 1p.). [ToBTOpHO MCCNELYETCS BO3MOXHOCTb FEHETYECKOTO, MeTabonuyeckoro 3abose-
WAMMS U TIPY €TO BbISIBJIEHUH COOTBETCTBEHHO KOPPEKTUPYETCS MPOrHO3 U A€NaeTCst Mo~
{IbITKA ero MaToreHeTUYEeCKOro JeYeHusl. DTO OTHOCUTCS [IaBHBIM obpa3oM K 3abosieBa-
JIsIM MIAEHYECKOTO ¥ IeTCKOTo Bo3pacTa. ClelyeT OTMETHTh, YTO B GOMBIIMHCTBE Pe-
|IBCCHBHO HacneayeMbIX MeTaboIMYECKUX U NUCTEHETHYECKNX 3a00JieBaHUIt MaToOreHe-
JiMecKoe JiedeHue OTCYTCTBYET, O YeM CJIEAYET JOCTATOYHO OMPENEIEHHO YBEAOMHUTD PO-
i Teneit GonbHOro. DTa NpaBIKBast KOHCTaTalMs M30aBUT UX OT HEMPOLYKTUBHbIX MOUC-
KOl HECYLLIECTBYIOLLIETO JIeYeH!s], YaCTO COMNPSDKEHHOTO CO 3HAYUTEIbHBIMU PaCXOJaMHu.
leM He MeHee, 3TU GOJIbHbIE OCTAIOTCS B IPYINIe CUMITTOMATHIECKUX (papmMaKopesuc-
Y1 THBIX STUIETICHI ¥ TPeBYIOT MoGopa COOTBETCTBYIOLIEH CHMITTOMATHYeCKOM MPOTH-
HOITMIENITUYECKO Tepanuu.

HakoHell, TPeThIO TPYTITY COCTABISIOT XPOHUYECKHE CUMITTOMATHYECKHE, CBA3aHHBIC
{ PCINIYANTBHBIMM MO3TOBbIMYM HAapYIICHUSIMH, KOPKOBBIM IMCTCHE3OM WIH HesCHOM
{11pKt JaHHOM YPOBHE IMarHOCTUYECKUX BO3MOXHOCTE#) 9TMOJIOIMH STUIENICHH, K KOTO-
JIlIM OTHOCHTCSI TIOfIaBIsTIOLICE GONBLIMHCTBO (PapMaKOPE3UCTEHTHBIX CNyyaeB, Tpebyo-
LK JledeHNsT COBCTBEHHO SMUICTITHYECKUX TIPOSIBICHUH 3a00eBaHMs. Crnenyrouiue
AW B VX JIEYEHUM CBS3aHBI C MoabopoM hapMaKoTepanuu.



2.2.1.2. LLlar BTOpOW: aHanu3 BO3MOXXHbIX HapyLIEeHUI B JIe4eHUM OCHOBHbLIMU PE3HCTEHTHAA
NPOTUBOCYAOPOXKHBIMY NpenapataMuy v uX ycTpaHeHue K MOJIHTEP AITHH
B miepBy1o ouepens ymounaenica gopma snusencuu u eui6upaemcs U3 yice nosyuaemold yTouHerTHe
GonvHbim (Lau 6HOGb HA3HAYMACMCR) NPenapam nepeozo 6s160pa, COOMeememeyIouul OanHol (OpMBI SMETTETICHH
popme. Jloa ez0 napaugueaemcesa 00 MAKCUMANLHOU PEKOMEHAYEMOUl mepanesmuHecio not
KOHmpoaeM ypoeHa npenapama ¢ naasme. Beibop npemnapara Mpou3BOAUTCS B COOTBE N

BUY C U3BECTHBIMM CTAHIAPTAMMU JIEUEHUSI, KOTOPhIE NMPUBENEHB! B pa3aesiax, MOCBAIIEH
HBIX JIeYEHUIO OTAENBHBIX hopM anwuiencui B [Mase 3. [TockobKY, KaK yKa3aHo BbILLE
HeTpaBUJILHOCTH BbIOOpa mpenapara Kacalotesl heHobap6uTana, peHUTOMHA, Kap6aMa
3eMUHa, STOCYKCHMUIA, a He3(D(EKTUBHOCTD JIEYEHHs] YACTO 3aBUCUT OT HEJIOCTATOYHOMN
LIMPOTHI AMana3oHa AeiCTBYS MPMHUMAEMOTO Npenapara, HauboJee LiesecoobpasHo

npenapar repeoro epldopa
HapalHBaHHe 0351 A0 3 dieKTHRHOMH
HIIH JOITyCTHMOI0 MaKCHMYMa

yCII'IeX Hey]cnex 1
\/

YMHATh C MPOJIOHTUPOBAHHOM (OPMBbI BabNPoaTa — JleNakuH XpoHO, EC/U TaLUeHT T T KT FISNEpERIIE YPOBIH B TTa3ME
He MOMYYaeT ero B 3aBeIOMO I0CTaTO4HO A03e (puc. 8). JTHIIHHX & yenex— KOPPEKITHS A03bl )
CHuu e, % T ¥
Hpu docmudscen ycnexa deaaemcs nONbIMKA OIMMEHbL AUULHUX npenapamos, cmp yerex HeyCrex 2

K Mono-, dyomepanuu, WHOTIA C 1oGaBieHHEeM GEH30Ma3eNMHa B PEXIME UHTEPMU
pyIolLieit Tepanuu C y4eTOM IpyNnUpoBaHusl MPUNAIKOB.

ITpu HeaPHEeKTUBHOCTH OCHOBHBIX MPOTUBOIMUIENITUYECKUX MTPENApaToOB M1epBOro
BbIOOpa MpoOYIOT NpenapaTbl BTOPOro, TPEThero U NalbHeillero BpI6opa 13 YKcia CTaH:
JapTHBIX U UX KoMOuHaluu. CneayeT OTMETUTh OXKUBIICHUE MHTEPECA B TTOC/IEIHEE Bpe=
Ml K TIPOTMBOCYIOPOXKHOW aKTUBHOCTH alleTasonamuna (duakap6), KOTOpBIN HepenKe
Ha3HavyaloT NpHU 3MUJIENCUM B KaYeCcTBe Mpenapara, CHUXAIOILIEr0 BHYTPUYEPETTHOE TaB-
JIEHWE T10 TMOBOAY B GOJIBLIMHCTBE CIIyyaeB HECYILECTBYIOLIEH NTUKBOPHOIM TUMEpTEH=
3uM — no | T. yepe3 1-3 OHSI U COOTBETCTBEHHO B HUYTOXHOM CpeIHECYTOYHOM 10
C uenblo NeyeHMUsl SMUICNCUM ALETA30JAMMA CledyeT INPUMEHSITh B 1036
10-15 mr/kr/neHs. Ero neiicTBue oGbsiCHIETCS alIMTUBHBEIM (110 OTHOLUEHMIO K [eif cT
BUIO APYIMX MPEnapaToB Ha peLenTopbl U KaHaibl MeMOpaHbl 3¢dheKkTom) BIUSIHUEN
aleTazosiamuaa yepes HakorieHue CO, B MO3re, YTO NOBBILLAET MTOPOT CYIOPOXHOIA ro-
ToBHOCTH [173].

HenpapunbsHocTb BEIGOpa Mpenaparta, Jake ecili OH, 1o NPUHATHIM CTaHIapTaM,
OTBETCTBYET (hopMe SMUIETICUM, MOXET ObITh 3apaHee olieHeHa 1o DB Tak, npu Jieye
HUY QUHIIENICUHOM 0OHapyXeHue B DBT 6unaTepanbHO-CHHXPOHHBIX Pa3psANnoB CraifK
BOJIHOBOW aKTUBHOCTH CBUIETENLCTBYET O BBIPAXKEHHOM MOBOYHOM AeiicTBUY Kap6amas
3eMUHa, FOBOPUT O CBSI3M PE3UCTEHTHOCTM MMEHHO C MPMMEHEHUEM 3TOro TMpernapari
1 Tpebyet ero oTMeHbl (cM. 2.1.1.) [3, 14, 27, 28].

Obujee npasuao cmenst npenapanos — HA3Ha4eHue U HAPAUUEARIUe (036l HOGO20 Npe;
pama 6e3 ommensl npedsidyuie2o Heaghhexmusrozo (ecau moasko ox He daemcs 6 MoKc
cxoti dose). Toavko no docmudiceHuu KAUHUMECK020 IPPeKma npeOnpunumMaemcs nonsim,
Me01eHH020 YCmPAHeHUs npedulecmeyouezo Hea@dexnmuenozo npenapama. DTo OOILEE
TIPAaBUJIO TIPY BO3MOXKHOCTH MOCTOSIHHOTO HAGMIOAEHUS 3a MALMEHTOM, 0COOEHHO
Hainuuu OO KOHTpoJisi, KOpperupyercsi Mo MHAMBHAYAJbHLEIM OBGCTOSITENLCTB
ITpy BBeeHUM BabIipoaTa Ha hoHe deHobapOuTaa UX alIUTUBHEIA hapMaKoIMHaN
YyecKkMit 3P HEKT MOXKET MPUBOIUTE K IIyOOKOH COMHONIEHLIMH, IO3TOMY NIPY OTCYTCTBUN
YXYALUEHWSI NIPUTIAJKOB OTMEHY (heHobapOuTaia MOXHO NMPOBOAUTE Mapaie/ibHO (Keaas
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3-5 neT hapMaKoTeparHH éycnex—

N\
npemnapar 2-3-1o Bbibopa
H IIaTH KaK @—)@

Hey<I:nex

(hapMaKopesHCTEHTHAs HITHIENICH 2

Puc. 8. Cxema nepBoro stana jeueHust hapMakope3uCTeHTHOM INMWICTICHN.

JeNLHO ¢ HeOONBIIMM OTCTaBAaHMEM) C HapalllMBaHWEM J03bl BajblpoaTa, HO HE paHee
JOCTHXEHUST CYTOYHOM T03b1 mocneaHero B 10-15 Mr/Kr Beca Tena.

Ipu npueme aByx (1 Gosiee) NMpenapaToB o6sI3aTeNbHO CAENYET YUUTHIBAT UX apma-
Nokunemuneckoe 63aumodeiicmeue, m.e. ausHUe UX Opy2 HA OPy2a 6 OMHOWIEHUN KOHUEHMpPa-
M 6 kpoeu. OCHOBHBIM (haKTOPOM 311€Ch SBJSICTCS aKTUBALIMSI (MHIYKLIMST) IIK GIOKMpO-
Wiiue (MHrMoMLMs) SH3UMOB MEYEHU, paspyLIaloLIMX MPOTUBOCYIOPOXHBIHA Npernapar.
Mndyxmopamu 3H3uM06 neveHu, Gbi3LIGAIOUUMY CHUNCEHUE (PAPMAKONO2UHECKU AKMUGHOL
NoKUeHmpauuu npomueocyoopodNcHo20 npenapama, A6AAMcs Kapoamasenur, (enobapou-
Man, Gernumoun. TIo3TOMY MX HAIUYME B TJ1a3Me KPOBM B IOCTATOYHOM KOHLEHTPALMU
JEJICT K CHMDKEHMIO KOHLIEHTPALMK MpernapaTa-napTHepa, K MpuMepy BajlblpoeBoit Kuc-
Jnorel, TToatomy oTMeHa kapbaMasenuHa NMpu ero HeaheKTUBHOCTH MOXET MPUBECTH
¥ JHAYUTEILHOMY YAYHILEHHWIO NPY JIEYeHNU Y BaIbIIPOEBO#t KUCTOTOM. UHIrMOUTOPOM 3H-
ANMOB re4yeHY SIBJISIETCS] BaIbIIPOEBasi KMCIOTA M, COOTBETCTBEHHO, MPUCOENNHEHME ee
¥ Tepanuy BeeT K MOBBILICHUIO KOHLIEHTPALlMK APYroro npenapara. 9T0 MOXET BbI3bl-
Witk 6naronpuATHLIN b deEKT, K MpUMeEpY, NMPYU B3aUMOIEHCTBUM C TAMOTPUIKMHOM (Jia-
MUKTAIOM), TTO3BOJISISI HOOGUTHCS YAYYILIEHUS Ha N03aX B 2-4 pa3a MEHbIIUX, YeM MPU MO-
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JIEYEHHE ®APMAKOPE3SHCTEHTHOM SIILIEIICHH 2

PE3HCTEHTHas! K TPaAHLIHOHHOH Ayo- H

TPHTEPaIHH
-
MPHCOEAHHEHHE JIAMOTPH J3KHHA
THarabHHa TOIIHpaMaTa OKCKapOasermHa
| [
yenex HeyCcIex
Tepexos Ha Ayo- oba TOTO HITH
P ay ——ycrex— P “931
TPHTEPAITHIO HOBeHIIIero
] [
yenex Heycnex
5 ner dapmMaxoTeparH H
TIOTIBITKA €€ OTMEHBI KcOLteHan AxHeTa
Z =
H?cnex ycneyx
"abcormoTHa" TIOTIBITKA MEPEHTH Ha
(hapMaKOpPe3HCTEHTHOCTD MOHO-, IYOTEPAIHIO +

BsaumoneiicTeus KeTOreHHasI JHeTa
—) MOBAIAIONIHE KOHIECHTPALHIO NPENAPATa B IUIa3Me l

v e R --3 CHIDKAIONIME KOHICHTPAIMIO PENapaTa B IIa3Me

HOBAINIAIONIHE WK CHIKAIONHME KOENEHTDAIHIO IPENapaTa B [Ia3Me HEHPOXHPYPIHA

_____ 2 B 33BHCAMOCTH OT B3aAMHBIX KOHIEHTPALMH

Puc. 9. «MHTepakTorpaMMa» (cxeMa MHOXECTBEHHBIX B3auMoJeicTBIit) Haubosee yrnorped
HBIX IPOTHMBO3NMMWIENITHYECKHX NpenapaTtoB. AZM — auetasonamus (auaxkap6), CBZ — kapbam
nuH, ESM — srocykcumun, LTG — namorpumkuH, PB — denobapouran, PHT — denuroni
VPA — BanbIpoar.

Puc. 10. Cxema nocie/lylolimx 3Tanos JleyeHus papMakope3suCTeHTHOI MUNENCUN.

itk yxe roBopunoch, LICHHbIM METOIOM TpecKa3aH sl KIMHUYeCKoi 3 (eKTHBHO-
Il BaIBITpOATa SIBJISIETCS YyylleHHe nokasarteneit O8I yxxe Ha HayasIbHBIX 3Tanax Mpu-
HMA, JlaXe ecii He JOCTUIHYTa peKOMeHIyeMasl 103a U3 pacyeTa Ha Bec Tena (cm. 2.1.1.).
91 TaKke MOXET MCTIONB30BATLCS NIPU OTMEHE KAaKOTo-J160 npenapara. Tak, OTMEHa
HEIPABUIBHO Ha3HAYEHHOro KapbaMasenuHa COMPOBOXIAETCS YyYIIEHUEM MapaMeT-
pon 99T u npekpalleHUeM SMUIeNTU(OPMHOM akTMBHOCTH [13, 14].

HOTEpanuy 3TUM JOPOrocTosiliMM rnpenapatoM. C Ipyroil CTOPOHbI, HELOYYET TaKOL
B3aUMOIEMCTBHS NMpU BIM3KKX K NMpedebHbIM KOHLIEHTpalusix 6a30Boro npenapara
30BET MpEBBILIEHNE TEPANEBTUYECKOTO YPOBHS M COOTBETCTBEHHO TOKCHYeCKMeE 3
Tol. HauGonee THMUYHLIM NMPOSIBJICHUEM 3TOrO SIBJISIETCS] PA3BUTHE TSKEIOTO CEeIaTUB!
ro achdexra npu npucoeaAMHeHUU K (heHoGapOUTaNy BajblpoaTa, B CBA3M C YEM ‘
KOMOMHALMU CYMTAIOTCSI HEOIAronpusiTHHIMU. B GoJbUIMHCTBE ClyyaeB ISl ObIC -{{
OLIEHKM B3aMMOAEMCTBUS yIOOHA «MHTEPaKTOrpaMMas» (pUc. 9), Ha KOTOpo# B HarJIsiHOM
¢opme npuBeIeHBI MHOXECTBEHHbIE B3aMMOIEUCTBUS IJIAaBHBIX U3 MPUMEHSIEMbIX B Ha:
cTOsIlliee BpeMsi MPOTUBOSMWIENTUYECKUX MpenapaToB. Belaenus u3 obliueil MHTepak
rpaMMBbl NpenapaThl, KOTOpble MPUHUMAET GOJIbHOM, MOXXHO OPUEHTUPOBOYHO OLL€!
KOHEeYHBIN addeKT ux GpapMaKoOKMHETUYECKUX B3aMMOACUHCTBUM MUl KOHKPETHOTO
Yasi, a, UCXOAS U3 3TOT0, MPU HEJOCTATOYHON YCMELIHOCTH KOPPEKTUPOBKU CXEMBI JIeYe
HUs1 BEIOPaTh Te NpenapaTthl, YPOBHU KOTOPBIX B MJ1a3Me LieIeCO00pPa3HO ONpPENEIUTh.
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.2.1.3. War TpeTuii: NnpuMeHeHNe NPoTUBOCYAOPOXHBIX NMPenapaTos TpeTbero
rokoneHus

llpu reycnexe mpaduuuonnvix npenapamos, npexicde 6cezo Kapbamasenuna u 6arLnpoa-
i, dobasasrom noeeiuue npenapams: (puc. 10). Ha py6exe XX-XXI BexoB paspa6ora-
i) OKOJIO TONIYTOpa AECATKOB MIPENapaToB ¢ MPUHLUMITHATBHO OTIIMYHBEIM CPABHUTEILHO
¢ lipuHATEIMM BO3 OCHOBHBIMHM MPOTUBOSMUIETITHYECKMMY TIpeNapaTaMyi JeHCTBUEM.
Merhipe U3 HUX paspellieHsl K TPUMEHEHHUIO B Poccum: BUTabaTpyH, TaMOTPUIKUH, THa-
Wb, Tonmamakc, Kak 6yITO FOTOBUTCS pa3pellicHKie B OTHOILIEHUM OKCKapOasenuHa.
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HepaLuy), Ho Jalile BaXHee WX XapakTepHoe coyetanne. Hanpumep, MeHHo o
¢ MopaxeHue Tpex U 6ojiee OpraHoOB MU CUCTEM, «amnnqaoenmmwx oneanel
03BOJISIET LyMaTh O MUTOXOHAPUAILHOW MAaTONOTUH. .

JInarHo3 HacaeACTBEHHbIX 60J1€3HeH YacTo TpebyeT 0cobbIX JabopaTOPHLIX METOMON,
y"mu HSIETCS] B MEAMKO-TEHETUYECKUX CIICLIUATU3UPOBAHHBIX YUPCKIACHUAX, OMHAKD T~
WLIM 3BEHOM SIBJISIETCSI Bpay, KOTOPBIH MOXET 3amofo3pUTh HACHCACTBEHHYIO OOME I
Il HA3HAYUTh HYXKHbIC KOHCYJIbTAalMU U 06CeA0BaAHMS.

3.6. HacnepcrBeHHble 6onesHn
¢ hapmMaKkope3nuCTeHTHOM anunerncnuen

MHoroo6pa3sue HacleaCcTBeHHbIX 6oe3Heit (6oee 600 TONbKO MOHOTEeHHBIX (O
COMPOBOXIAIOLLMXCS SANMUIETICUEH, M UX, TIO CHACTbIO, PEAKOCTh 3aTPYAHSIOT IUArHOI
KY, OCOBGEHHO €C/IM 3MUJIETCHS SIBJISIETCS] NEPBLIM CUMNTOMOM. JIMarHocTuyecku
He TOJIbKO MACHTUYHAsI ceMeifHasl OTSITOLEHHOCTD: TP MUTOXOHAPHUATbHBIX 6011
HanpuMmep, B MAaTEPUHCKOM BETBM CEMbU MOXHO BbISIBUTh HAKOIUICHME CAMBIX P!
Gone3Heil (IHIOKPUHHBIX, CEpPACYHO-COCYAUCTBIX, MCUXUYECKUX, TJYXOThl M I
npu Gose3HAX ¢ MEHAENEBCKUM HacleloBaHHEM HeoOX0AMMO YUUTLIBATL BHYTPUE
Hoe pa3HooOpa3ue: Y OHMX YJIEHOB CEMbI HACACACTBEHHOE 3a00/IEBaHNE MOXET COll
BOXIATbCS AMUIENCHE, Y APYTMX — HeT. bonbliyio poib MOXET ChirpaTh OCMOTP PO
BEHHUKOB U BBISIBICHUE «CTEPThIX» (PopM Gosie3HM (Harnpumep, TOJbKO KOXKHBIX Mpa
nennit hakomaro3oB). Ha MbIC/b 0 HacneACTBEHHOM GOIe3HH MOXET HABECTH POACTIM
Hbli1 Gpak poauTeneif. Hano umeTh B BULY STHUYECKYIO «[TPUYPOUCHHOCTb» HEKOTA
Hac/IeICTBEHHBIX Bose3Heill: 6onesHb Tes-Cakca (MhaageHYeckas popMa raHIIHO3H
GM2), 6onesub KanaBaHa (cnioHrnodopmHas nereHepaiusi Mo3ra) 1 IoBeHUIbH
ne3Hb Jolle yallle WM MPEeUMYLIECTBEHHO BCTPEUAOTCsl Y eBpeeB-allKeHa3n; MHO
Hyc-anunernicusi YHdeppuxrta-JlyHabopra, uepoua-aunodycuuHo3 tunos | (Goned
Canrasyopu) u VIII («ceBepHas anUIENCHsi») OTHOCATCS K «(PUHCKUM DONE3HSIM»,

B Hacrosiiee BpeMsl MPUHLUMIUANBHO paciiupuinch BozmoxHocty JHK-muari
TUKM, TIOBBICU/IACH pa3pelliaioniasi COCOOHOCTh LMTOreHeTUYECKMX MeTonoB. O
KJIMHUYecKasi AMarHOCTUKA NPU psiie HACAeACTBEHHbIX CHHIPOMOB OCTACTCsl €AUHCTIN
Hoit. Ins1 auarHo3a HacledCTBeHHBIX HEPBHBIX 00Jie3HEl BaXXHbI HE TONBKO OCHOBM
CUMIITOMBI, KOTOpPhIE YacTo HecrneuudHUYHbl (3MUIencus, oaurodpeHus, IeMeHU)
MuKpoledanus, atpodusi 3pUTENAbHBIX HEPBOB), HO U MEHEE 3HAYMMBbIE WU HEHUTPA
Hble TIPU3HAKK U UX coyeTaHusl. [IoMMMO BHELHMUX aHOMAJIUIK U MUKPOaHOMaU i
BUTHS 3TO, HANIPUMED, OTKIOHEHMUSI POCTO-BECOBbIX MOKa3aTeeil (MpU MHOTMX CHHAP
Max, psiie XxpOMOCOMHBIX GoJie3Hel U HacneaCTBeHHbIX Oosie3Heil oOMeHa), U3MEHEl
KOXM U BoJIoC (hakoMaTo3bl, psii HaCleACTBEHHbIX O0/1e3Helt 0OMeHa U HaC/IeICTBe:
CUHIPOMOB), HEOOBIYHBII 3arax MOYM U MOTa (HEKOTOPbIe HACEACTBEHHBIE DONe3HH O
MeHa), KOCTHO-CYCTaBHbIe M3MEHEHMsI, PACCTPOIiCTBA 3peHUs U ciyxa U T.A. [1pu no
IUArHOCTUYECKU BaXKHBIX CUMITOMOB Ha0 YYUTHIBATh BPEMS! UX MOSBACHUS: HATPHME
MpU TyGEpO3HOM CKJIepo3e JAEMUrMeHTUPOBAaHHbIC MSITHA («3arulaTKu») ObIBalOT Bp!
JEHHBIMY, a aHTMOGhUOPOMBI JH1Ia («6abouKa») BO3HUKAIOT Toce 4-5 JieT; Mpu Heip
dubpomarose Tuna I naTHa LBeTa «Kode ¢ MOTIOKOM» MOSIBASIOTCS: 3HAYUTEILHO PaHbl
HeilipodubpoM. HacTtopaXkuBaoiMMy B OTHOWEHUM AMarHo3a MOTYT ObITh OCOOEHHO
TU MOBEAEHMsI, HAMPUMEDP, HEMOTUBUPOBAHHDIN CMEX U IMOCTOSIHHAs «BECENOCTb» i
CUHIpOMe DHrenbMaHa, CTePEOTUIHLIE IABUXEHUSI PYK, OCOOEHHO XapaKTepHBIE
cuHapoma Petra.

OTaenbHble CUMITTOMBI BBICOKOCTIELIM(UYHEI (M3MEHEHUsT KOXH NMPH (HakomaTod:
«BUILIHEBOE MSATHO» Ha [JTA3HOM [JHE NPU HEKOTOPbIX HACTEACTBEHHBIX O0OJIE3HSIX 0OME
WM MTAaTOTHOMOHUYHBI (Kosblo Kaitzepa-Pneitiiepa npu renarto-J1eHTUKYISIPHOM
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3.6.1. XpomocomHble GonesHu

Dnusiencust TUIMHYHA UIsI psiia XpPOMOCOMHBIX GosesHeit (cunapomos [layHa, Bosib-
i)1- XMplIXopHa, MHBEPCHOHHOI AYTUIMKALMI XPOMOCOMBI 15, KoNbLEBBIX XpoMocoMm 14
il 20, yIBOGHUU KOPOTKOro rueda xpomocoMsl 20 u ap.). OHa yaiue MaHudecTupyer
Il MJTaZIeHYeCTBE MU AETCTBE, HO MOXET HaYMHATbCS B IOHOLLIECKOM U Aaxe bojee no3a-
lieM Bo3pacTe. BoabIIMHCTBO cyyaeB (hapMakope3suCTEHTHBI.

O6uien3BecTHAs ¥ camasl YacTas XpoMocoMHast 6one3Hb — cundpom Jayna. [Topasns-
jolliee OOJNIBLUIMHCTBO ClyvaeB MPeacTaBsieT coboit «MPOCTYIO» TPUCOMMUIO XPOMOCOMBI
21, IMpu3HaKM CTONb THMMYHDL, YTO KIMHUYECKUIi AMATHO3 Hallle CTAaBUTCS YXKe B POII0-
Me (HO MpM pelKMX MO3auuHLIX hopMax BHELIHME OCOOEHHOCTH, KaK U MHTEIEKTyalb-
JLIi 1eeKT, He CTOJIb BbipaXKeHbl). B I1eTckom Bo3pacTe 3MMUencusi OTHOCUTENbHO pell-
K (5-6%); B MiaieHUeCTBE XapaKTepHbl UH(BaHTHIbHBIE cna3mbl. C BO3pacToM YacToTa
SIIWIETICUM HApACTaeT, MPUYEM €€ PUCK CBSI3aH CO CTENEeHbI YMCTBEHHOM OTCTANIOCTH.
JLns1 cTapiiero Bo3pacTa TUMUYHBI FeHEPaIN30BaHHbIe TOHUKO-KIIOHMUYECKUE MPUTTALKH,
JiHoraa Takxe MuokioHyc. Co BpeMeHeM (hopMupyeTcst hapMakope3UcTeHTHOCTh. «ITo-
JIHSIST» STTUIETICUST YacTO SIBJISIETCS MPEABECTHUKOM AEMEHLMH aibLreiiMepoBCKOro TH-
111, XapaKTepHoii 11s1 cuHapoMa JayHa (M3BecTHa ero reHeTMYeckKasl CBsi3b ¢ CEMEHHOi
(hopmoit 6oe3HM AnblireitMepa TUna [, reH KOTopoit HaxoAUTCsT B XpoMocome 21).

[pu cundpome Boasgha-Xupuixopra (neneiivsi KOPOTKOTO Tjieya XpOMOCOMBI 4) paH-
W18l anuencus Ha hoHe TSHKeIoro OTCTaBaHUS MCUXOMOTOPHOTO Pa3BUTHUSI UMEET Mec-
10 rmpakTuyecky Beeraa. MeHoTUN GONBHBIX BeCbMa SIPOK: MMIEPTENOPU3M, LIMPOKUI
WX KIIOBOBMIHbII HOC, MUKpoledanusi, aCUMMETPUSI IMLIAa, HU3KO PACMONOXEHHbIE
Jle(hopMUPOBaHHbBIE YLIHBIE PAKOBUHBI € MPeaypuKyISIpHBIMM CKJIaAKaMHy, pa3Hoo0pa3-
1451 MaToOIOTMsl I1a3, YaCTO — paclleMHbI TyObl M Heba, MOPOKU Pa3BUTUSI BHYTPEHHUX
OpraHoB, 0COGEHHO cepAla U IoYeK.

He Bcsikast XpOMOCOMHas1 NaToIOTHsI, COIIPOBOXIAKOLIAsICsl SMUIETICUEN, «HaMmucaHa
}a TuLe». DTO OTHOCUTCS, B YACTHOCTH, K Koabuesbim xpomocomanm 14 u 20. MexaHu3M ux
0bpa3oBaHMsI CBSI3aH € YTpaTOi 000MX KOHLIEBBIX YHACTKOB U MOCHEAYIOLIUM COEIUHEHN -
M OTKPBITHIX KOHLIOB, T.€. C TEeHETUYECKON TOYKM 3PEHUST 3TO YaCTUUHBIE MOHOCOMMMU.

[TpUBOIMM HabJII0AeHME CUHIPOMA KOJIbLIEBOM XpoMocoMbl 14 y neBouku H., 2 ner,
13 Tatapckoi cembu. CeMeiHbIH aHaMHe3 He oTsrollieH. Macca Tena npu poXIEHUU
3000 r, okpyxHOCTb roioBsl 35 cM. HopMasibHO pa3BuBaiach 40 3 Mec., Koraa Hayajiuch
[¢HepaJu30BaHHblE TOHUKO-KJIOHUYECKHE M MUOKIOHUYECKME MPUMALKU (4acTo CBS-
JAHHBIE ¢ runepTepMueit). KopoTkue «cBeT/bie» MPOMeXyTKM (1o 1-1,5 mMec.) cnoHTaH-
1O YepEeaYIOTCSA € yJallleHWeM MPUIAIKOB 10 HECKOJIbKUX B CyTKU. [IpoTUBOCY10pOXHbIE
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Puc. 29. Cunapom Kol
BO# xpoMocomBl 14 y Jiel
KM 2 neT. YMepeHHas MUK
uedanus (OKpyXHOCTD I
BBl 46 CM); MHKDOaHOM
Pa3BUTHS — JIETKHIT D1TH)
AHTUMOHTONOMAHBII Pl
[1a3, TUTOMIa3us Mejiil
HOM yacTu Gposeit, ciel
OTTOMBIPEHHBIE YN,

TpernapaTsl B MOHO- U TONUTEPanuu HeapHeKTUBHEI, IPH OTMEHE Teparuu yyaleHy
TIPUTIAAKOB HeT. 3HAaYUTENBHO OTCTAET B CTaTMKO-MOTOPHOM M OCOGEHHO MCHXOpeyen o
PasBUTUM: CUIHUT C 1,5 jieT, XomuT ¢ 2 e, HEYCTONYMBO; He IMbdhepeHLMpPYeT GIU3KH!
HE TMOHMMAET peyb, He TOBOPUT, HET aNeKBaTHBIX 3MOLMOHAIbHBIX peakuuit, HaBbIKO
onpATHOCTH. CoMaTHYecKH 310poBa. YMepeHHas MHUKpoLedanus (OKp}')KHOC:I'b rOJIoR|
46 cM); €CTb psil MUKPOAHOMAJIH Pa3BUTHsI (JIETKMIt STIUKAHT, AHTUMOHTOIOMIHBII 7 :
Pe3 T1a3, ruNon/iasusl MeAMaibHOM’ YacTi 6poBeit, BEICOKOE He6o, cierka OTTOMNbIPEHH|
YLIM), HO IpYObIX AUCIIIA3HIl HET, U B LIEJIOM BHEIIHOCTS He TMPOU3BOIMUT BIleyaTje ;
HeoOBIYHOI (pHc. 29). B HeBponoruyeckom CTaTyce HET MaTOJOrMU KpOMe yMepeH
MBILIEYHO! TMTIOTOHUU (TUTTMYHOIM IUTSI 3TOTO 3aboneBanust). Ha rmasHoMm qHe MHOXeOT
BCHHbIE MEJIKME GeJI0BaTO-KE/THIE O4ark B MaKy/IsIpHO# 061acTy (Takast MaKyIoaucTp
(bus onucaHa B MOJIOBMHE CIyYaeB KOMbLEBOI XpoMocoMsl 14). B3I  Ha doe ymepel
HBIX NPU3HAKOB IMCHYHKUMN ME30AUSHLIE(DATBHBIX CTPYKTYP — anuyientudopMHas aKk
TUBHOCTb B TEeMEHHO-3aTBIIOYHOM oGnacTy ciesa. Kapuornm: 46, XX, r (14) (pl11q32),
Co BpeMeny nepsoro Ha6monenus B 1971 r onmecano okoo 40 ciyyaen Konbue
XpPOMOCOMEI 14, XOTs1, pasyMmeeTcsi, MHOTHe Cllyqau He IMarHoCTUpyoTes. Y Bcex 60
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Wpix  (mpeo6nafaloT AeBOYKM) Habjofanach SMNUIENCHS C DPAaHHUM HayajaoMm
(8,5£5,5 mec.), ¢ MPEMMYILECTBEHHO MOTOPHBIMHU (hapMaKOPe3UCTeHTHBIMM TIpUIaiKa-
Mi. BTOpO#t MOCTOSIHHBIN TPU3HAK — OTCTaBaHMe (OT YMEPEHHOTO O BbIPaXXEHHOrO)

)} [ICMXOPEYEBOM Y ABUTATEILHOM Pa3BUTUM, MPUYEM YaCTO OHO MPOSIBISIETCs 103Xe Ma-
NcecTalMy AMUIENICHU, YTO 3aTPYAHSIET IMAarHOCTHKY. BHelllH1e YepThl AncMopdore-

Jie3a pa3HooBpa3Hel (Hauboslee TUIMYHBL MUKpOLiedanust U AMUKAHT), HO Hecreunduy-

Ikl U YMEPEHHBI, «60JIbLUMEe» MOPOKU Pa3BUTHs TOJIOBHOTO MO3ra M BHYTPEHHUX OPraHoOB
llexapaKTepHbl.

Ipy apyroit peaKoit XxpOMOCOMHOIH MAaTONOTUI — K0abUeaoll Xpomocome 20 — Takxe
HeT «GOoNbLIMX> MOPOKOB Pa3BUTHsl, MMKPOAHOMAIUM HeclleLUM(MUUHDBL; MPpUITaiKi (BU-
COYHBIC) MOSIBIAIOTCS TOABKO B 4-6 JIeT, a L0 3TOro TMCUXOMOTOPHOE PasBUTHE MOXET
OBITH HOPMAJIbHBIM, M JIULLB N03XKe (hopMuUpyeTes yMCTBEHHAsl OTCTallOCTh, MHONA € pac-
CIpoifcTBAMM TTOBEACHMSI.

Takum 06pa3oM, coyeTaHHe (apMaKope3UCTeHTHOM 3MUeNnCcui (¢ HavajloM Ha nep-
BOM FOY M No3xke, 6e3 BUAMMBIX MPUYKMH) U daxe cr1abo BbIPAKEHHBIX AN32MOpHOTeHe-
TMYECKUX UEPT ABJSIETCS MOKa3aHUEM K LLUTOreHeTHYEeCKOMY 00CaeI0BaH1 0.

3.6.2. HacnepgcrBeHHble CUHAPOMbI

Hacaedcmeennoimu cuudpwnwuu 6 2eHemuxe Hasslearom ycmoﬁuueble coHemanHvie no-
pascenus 0gyx u Goaee op2anoe u cucmem, Yallle 3T0 BPOXKICHHbIC aHOMAIUH €O CTaLIMO-
HAPHBIM TeueHMEM. Dnujencusi — Gojee UAN MEHEEe YacThlH NMPU3HAK 3HAYUTENLHOTO
yicia Hac/eICTBEHHBIX CUHAPOMOB. K XpoMOCOMHBIM 00JIE3HAM MPUMBIKAIOT TaK Ha3bl-
pacMble MUKPOIEIELIMOHHbBIE CHHAPOMBI, 13 KOTOPBIX € (hapMaKOpe3UCTEHTHOM anuiern-
cueit cBs3aH cundpom Duzeavmana (Angelman). Ero yactora 1:10 000- 15 000, nonassio-
lee GONBLLIMHCTBO CilyyaeB — criopaandeckue. bone3Hb xapakrepusyercs rpyobimM oT-
CTaBaHUEM B Pa3BUTHM, OCOGEHHO MCUXOPEUEBOM: OTCYTCTBYIOT pedb, HaBBIKM CaMO06-
cnyxuBaHus. OOpallaloT Ha cebst BHUMaHKE «MeXaHu4yecKasi» MoXoJKa ¢ IHPOKUM pac-
CTaBJIeHUEM HOT (acTa3us-abasus), CyIOPOXKHbIe ABIKEHMUSI PYK, HEMOTHBUPOBAHHbIC
y/IbI6KA M MTAPOKCU3MBI CMeXa, YacToe BBICOBbIBAHME A3bIKA (U3-32 STUX 0COBEHHOCTEH
6oJie3Hb NOJIyYMIia CBOE MEPBOE Ha3BaHUE — «CUHIPOM BECEJIOi MAPUOHETKH»; U3 JICOH-
TOIOTMUYECKUX CO0BGpaxeHuit ynorpebieHue TepMUHA HE PEKOMEHIYeTcsl W clieayer
110JIb30BaThCsl AMOHUMOM — «CUHIPOM DHrelibMaHa»). XapakTepHble (XoTs He 00nurar-
HBIE) YEPTBI: CBETJIbIE BOJOCH U KOXA, GOJIBLION POT, MaCCUBHAsH HIKHsls YeocTh, He-
KOTOpbIE MIPHU3HAKK (GOPMUPYIOTCS C BO3PACTOM, M Ha MEPBOM FOAY XU3HM AMarHo3 cTa-
BUTCS peaKo. Dnusencuei crpanaet 6onee 90% GonbHbIX, OHAa HaYnHaeTcs B 1-2 roxa,
MPUMAfKK MHOTOOGPA3HBI (BHaYasIe THMUYHBI MH()aHTUIBHBIC CMa3Mbl), (hapMaKkopesu-
cTeHTHBI. [TpuuKHo# 3a60neBaHuMsl SIBJSIETCS AeNelsl yIacTKa MaTepUHCKOH XpoMOoco-
Ml 15 (15q11-q13), B 1abopatopum uutorenetvku MIHLL PAMH npoBoautcst MoJieKy-
JSIpHas JUMArHOCTHKA CUHApoMa DHreibMaHa. [IpUBOIMM OMMCcaHKeE CiyHdasl O CBOS06-
Pa3sHBIM CUHIPOMOM XPOHMYECKOTO DECCYI0POKHOTO0 MUIETITUIECKOro CTaTyca.

Mabyuk I, 4 JieT, MOCTyTn ¢ Xajo6aMyu MaTepU Ha TSDKENbie HapyLIeHWs nosee-
HMS M MCUXUKM pebeHKa U rnojauMopdHbie npunanku. Poaurenyn pycckue, MaTepu mpu
posxaeHuu npobana 31 roj, cTpagaeT XPOHUYECKUM IIoMepyJioHe(puToM, oty 34 ro-
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na. Y MaTepy MpoGaHaa MOBTOPHBIE HEBbIHAIIMBAHMSI, IBAXIBI POXKIEHUS He)
COGHBIX MI0I0B. BepemeHHOCTE Npo6aHIoM BocbMast 10 20 Hemess ¢ yIrpo3oit
HUS, POIIbI KECapeBEIM CeYeHUeM B 38 Helesb, Bec HOBOpOXIeHHoro 2800, 110 i
rap 9/8 6anna. B nepBble MecsILIbI KU3HU TOBBILLEHHOE 6ecriokoifcTBo, MiIoxoi
CTbIC CpbirBaHisl. OTCTaBaHME MOTOPHOTO PA3BUTHSI C PaHHETO BO3pacTa: CHIJ
CsLeB, nowen B 2 . 10 mec, xomut Heyctoitunso. C roga 650t BHE3arnHele Ha
JIOBBbI M TIAflCHMS, He MPUBAEKABIINE CMEUNANBLHOTO BHUMAHUS U3-3a obLueit Heut
TOYHOCTH CTaTUKH. B 2,5 rona BsIBUAOCH OTCYTCTBIE TICUXOPEY€eBOTO PasBUTHS
TaKn HECKOMLKMX TUIIOB: |) napumaibHble ¢ TIOBOPOTOM I1a3 U FoJOBLI BJIEBO, K.
IMH B HIKHEJULEBOH MYyCKyJaType cieBa, ClIOHOTEUEHHEM, TOHUYECKOl cy.
BJICBBIX KOHEUHOCTSIX; 2) 3aMUPAHUS C OCTAHOBKOI aKTHBHOI JESTENIbHOCTH, Kl
BEK M 171a3, 3) BHe3amHble NMageHus, 4) NpuGAMXEHUE K MaTePH ¢ AHTOMUMUKOM 1
Obl B3ATh Ha PYKHM, MPU 3TOM Kpenko nprxumaercst u obmsKaeT ¢ roTepeif
1 KpaTKOBPEMEHHOM yTpaToit cosHaHust. [TpucTymnsl 6b11u PE3UCTEHTHEI K MOJUTE
(beHobapOuTaToM, BaTBNPOATOM U KaKUMU-TO Apyrumu nexapcetBamu. Toraa xe mno!
JINCh CTEPCOTUTIHBIE IBMXCHUST OBLLETO B3APATUBAHMS C CHUMMETPUYHBIM PacKulbIii
€M 1 CBEAEHMEM PYK. [IMarHOCTUPOBAH CUHAPOM DHreabMaHa. OKollo TPEX JIET NpHel
AMHWINCH reHepau30BaHHbIe TOHMKO-KIOHUYECKUe MIPUMAgKK.

Comamuueckuii cmamyc: CBeTI0KOXMit, 30JI0TUCTO-KeNIThIE, ACMUIMEHTHPOBA
BOJIOCHI M panyxKa, MUKpO- U Gpaxuuedanus (OKPYXHOCTb To/IoBbI 44 cM), YTUTOLLIY
HBIi 3aTBUTOK, ITYGOKO NMOCaXeHbIe [1asa, BBICTYNAIOLIAs] HUXHSISI YETTIOCTh C paciupt
HBIMHU MEX3YGHBIMM MPOMEXYTKAMH, C 320CTPEHHbIM NOAG0POAKOM, MAKPOCTOMMSI G &
KPBITBIM B ILIMPOKOI YIIbIOKE PTOM, MOYTH MOCTOSHHAST MPOTPY3Usl SI3bIKA, TUTTEPIOPA
TIIOCKOBaJIbIyCHast ieopMalisl CTom, Goblie CleBa.

Peskoe oTctaBanue B nemxuyeckom Pa3BUTHU, OTCYTCTBYIOT Peyb U e TOHUMAHH
HET MMHTALIUM ABMXKEHMI OKpYXalolyX. [ICHXO3MOLMOHANBHOTO KOHTAKTA C OITU3KMA
HET, 32 UCKIIIOYEHUEM TIPUMUTUBHBIX MOTUBALIMIT — CTpax, rojof, 6oab. CryyaeH u
YCTOMYMB KOHTaKT I1a3aMu. BelpaxeHue MHIND(EPEHTHOTO TOBONBCTBA € GeCCMBIC)
HOM YBIGKOV 1 3MU30NaMU HEMOTHBUPOBAHHOTO aBTOMAaTHYeCKoTo cMexa. He unHrep
CYETCs1 OKpYXKaIOILWM, HET aKTUBHOTO B3aMMOAEHCTBUS CO CPeIoH, LieieHarnpaBIeHHe
WTDBI, CONEPXKATELHOTO MAHUITYTUPOBAHMSI UTPYLLIKAMMU U npeametramMu. Yacro oTeyre
BYET peaKiiusl Ha NPU3BIB, XOTs C/IyX0Basi (DYHKLMS coXxpaHeHa. Her TMTUEHUYECKUX
BbIKOB. KpaitHsist HeykimioxecTs npu MaHUIMYJIMPOBAaHUM MpeAMeTaMH, NMPaKTUHECKH O
CYTCTBYIOT HaBbIKM CAMOCTOSITENILHOTO MUTaHMsl. [TocTosHHAS IBUraTeNbHAas rurney
THUBHOCTb C PUTYalbHBIM XOXIEHHMEM IO KPYTY, CTEPEOTUNMM B BULe NoKayMBaH]
CTOPOHBI B CTOPOHY, B3MaXMBAIOLIMX U (WJIH) XTONAIOLIMX ABUKE HIH PYK, o6cachiBaHMl
1 TIOKYCHIBAHU Sl CITYYaliHBIX MPEAMETOB. MONYaTUB, TOMUMO HEMOTHMBHUPOBAaHHOTO CM(
Xa TIPOSIBIISICT arpECCUBHOE TIOBEAEHHUE C HEAPTUKYTMPOBAHHBIMU 3BYKaMU SIpOCTU
NPENATCTBOBAHMM HEXeNaTeIbHOMY MOBEAEHHUIO,

Hesponoeuueckuii cmamye: Topu3oHTabHbI HUCTarM, CUMIITOM XBOCTeKa C IBYX
POH, CHMINTOMBI OPaTbHOrO aBTOMATH3Ma: MOMUCKOBBIIA, XOBOTKOBBIM, CocaTeNbHbil
ITpoTpysust si3biKa, clioHoTeYeHue. [MMOTOHNS AKCUANTBHOM MYCKYIaTYphl U MBILULL TIPA:
BBIX KOHEYHOCTEH. B JIEBBIX KOHEUHOCTSAX HEGOJIBLIOE MOBBILLIEHHE TOHYCa IO MTUPaMM)
HoMy Turty. ITaTonornyeckue cromHble 3HAKK C ABYX CTOpoH. Iloxomka atakTuue
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H
§ IIMPOKO pacCTaBJICHHBIMHU CTOMaMH, C JIETKOWM TNMapeTUYHOCTHIO CAEBA U C NPUXKATHIM

Tyf0BUILY pyKamu. OB11asi MOTOPHAs HEOBKOCTb. TYJIOBMIIIHAS aTaKCHsl W aTaKCHsl

KOHEYHOCTEl, MHTEHLIMOHHBIH TPEMOP ¥ TMIIEPMETPHMSI B JIEBOM pyKe.

3 o He
[ToMMMO ONMMCAHHBIX BRILLIE CTEPEOTUIINI, BO BpEMSI OCMOTpPaA CO CpenHeun 4acTOTOM

Meree | pasa B 3-5 MUH Hab/I0HAIOTCS] TIPUCTYTIbI B BUIE 3aMUPaHKs C ocrauosxoﬁnlla;opa,
\ICTO ¢ MUOKIOHMSIMU BEK 1 [J1a3, HEPEIKO C MPUCOEAMHEHMEM KITOHUH MBILILL UL,

i He BBISIBISIET.
MPT naTtonoruyeckmx OTKIOHEHUHN H g
Tenemuuecikue danuvie: Cembsi obenenosada B MITHLL PAMH. MosexysipHas Al

bIO
[HOCTHKA BBISIBWIA TIOTEPIO MaTePUHCKOTO ajutenisl. AHanu3 jokyea 15qll ¢ nm‘:;l:,lqe-
wmikpocartennutos d15s11, d15s113, dISGABR B3 onpezenu MUKpOIC/IELIIO Kp
¢KOTO JIOKYCA XPOMOCOMBI |5 MO MCCNeNoBaHHBIM CATE/UTUTHLIM MapKepaM.

Dnexmposrueganozpaghueckue oanrole: TTalUMEHT MHOll'OlK?-paTHO o6cn§1130:1;zl\“t{6(3)i;g:
amu ot 1-5 aHeit go [-12 mecsues.
posHLedhanorpaduUEcKu ¢ UHTEpBal i
lnosamm BO BCEX 3alMcsiX — TMOCTOSIHHAas perysipHas pngmuqnasl reuepan;:alo_n}_2 .
(uaTepabHO-CHHXPOHHAs aKTHBHOCTh KOMIIIEKCOB CMaiiK-BOjIHA YacTOTO 6 ! .
ammnTyaoit 400-700 MxB (puc. 30 A-B). DD1-BUACOMOHWUTOPUHT B Teqeuueaa?cg;
BKJTI0YAsT DTY6OKUii COH, BBISIBIJ MOCTOAHCTBO SMUACNTUYECKOH AKTUBHOCTH B 8 .a e
1X rnaszax. OH
3aKPBITBIX, TAK U MPU OTKPBITH
AKTUBHOCTb HabniogaeTcsl Kak npu T
i uKcaluy B3opa U OCTAHOBKE TEKYLLIE
5-10 cek ucyesaeT npy CroHTaHHOI (U R
OHOBOM COCTOSIHUM BO3MOXHOCTb KOMMY
Hoit akTuBHOCTU. [TockonbKy U B §
eLLINTh, SIBISIOTCS JIX
> CTBYET, HEBO3MOXHO OJIHO3HAYHO P .
¢ peOGeHKOM MPaKTHYECKU OTCYT ! d e -
HYECKOro BHUMaHUS WK abopTHB
5TH OCTAHOBKM PYAMMEHTaMU MoBene ;
7 I, TociaenHee doJjee
AKTUBHOCTY TALIMEHTA B 3TH 3MU30/bI,
MU (Cy/st 1O MPaKTHYeCKoii ape T
WHT NIPOBOAMIICS Ha POoHE UHTE
BeposiTHO). [1oCKO/IbKY BUIEOMOHUTOP. g
Ba;,bnpoarom ¥ TAaMOTPUIKUHOM, 3aperMCTpUpoBaTh OMMCAHHBIE BbILIE MPUTIALKHK APy
[MX TUIIOB YK€ He YIan0Ch. )
Bo BpeMs cHa 3MUAENTHYECKas aKTUBHOCTb CTAHOBUTCS MEHEE opramasoaam1:;:21.l ::ﬂ
aJIbHast CHHXPOHMSI,
UTMUYHOCTh, YMEHbLLAeTCsl OuaTep:
s Calben TebHOCTh Craika
= wxaetcst 1o 0,7-1 T, npoxoxu
4yacToOTa KOMITJIEKCOB CMailK-BOJIHA CH -
pospactaer ¢ 50-80 Mc mo 100-200 mc, a amniuTyaa — 10 1000 MKB. Tzu(m«:i ;:paom;
93T cHa NPUHUMAET XapaKTep «3JIeKTPoaHLedaiorpapuieckoro cratyca Ci
c. 30).
B MEIEHHO-BOJHOBOM CHE» (CM. pHC. L

Jluazno3: CUHApOM DHrejlbMaHa, CUMIITOMaTH4eCKas SMUIENCHs € reuep::x::o:::a

; HUSIMU s

: n abcaHcamu, abcaHcaMy € MUOKIIO
HBIMM MPUMaAKaMHU: aTUITMYHLIM e 1 o
TOHWYECKUMU MpUNALKAMU, MapLu

MUOKJIOHWUYECKUMHM TNpUManKaMu, a ‘ !
NIeKCHBIMU TIPUTIAIKAMM C MOTOPHBIMHM CMMNTOMaMU. XPOHMYECKHUI cTaTye s;i'r:nu‘l
HBIX aBCAHCOB, BNEKTpodHLedanorpahuyeckuit cTaTyc Cnaik-Bo/IHA B MEUICHHO=BOJI
HOBOM CHE. | : :

B TeyeHue 4 MecsiLieB POBOAMICS MOUCK (papmakoTepanuu, B KauecTne npe:;ep::
nepBoro BbIOOpa MCMOIb30BaH JenakuH xpoHo. Jlo3a HapaluBanack A0 YPORHs e
pata B Turasme 103 mr/mi, Ha oHe Yero nosiBUNACh renaromeraiis, M;mumas.r e

0 TEPeHoe y
M YMEHBIUKTB 103y BaIbAPOATa /I , v
JIOCTh, YTO TOCIY>KMIIO TIOBOIO o e
enueM crtanu pexe. [dobapnenn OTPHIK
WU3MEHWINCh, XOTS MPUNANKK C Tal ‘ | .
B mo3e 0,5 MI:/KI‘/IleHb NPHBEIO K MPaKTUIECKOMY MPeKPalieH IO TIPMIBULEOR € TapiL
>
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¢. 30. SnexTposHuedaiorpaMMbl Masibuika M., 4 jiet, ¢ CHHAPOMOM DHrelibMaHa.

\|

£ -C-3 LL i -~
4 i ':’ :" : 93T GoxpcTBoBanms ot 14.12. 1999 &
=< (: 5’ Ig:f‘ ‘),’ P 1. 93T -BULCOMOHUTOPUHT GoapcTBOBaHUs OT 20.12.1999 HOCT?ﬂHHaﬂ PHTMMYHAs IeHepaIn30-
£5CECTLT 3L S-lo WiHast GulaTepaibHO-CHHXPOHHAs! aKTHBHOCTh KOMILIEKCOB Criaifk-BoiHa yactoToii 1,7 Tit, amr-
DRSSP AL L LT N JTyaoit 10 500 MxB (1a A) u 2 Tit, avmntyzoi 10 700 MKB (Ha bB).
&3 < =3 - . [Tpoo/pkeHne DIM-pnneoMonnToputra ¢ B. 93T Bo BpeMsi clioKoiHOro cHa. Metee opraHn3o-
< o Wil Has aKTMBHOCTb «Me/UICHHBIH craiik-BojHa» ¢ MeHbileit GunaTepaibHONi CHHXPOHUEH 1 pery-
FEFIFFEIII L = JHIPHOCTHIO, € YACTOTOl KOMILIEKCOB crajik-omHa 0,7-1 [it, ammnTyaoit 40 1000 MkB: 33T «ame-
-3 ? §- b 3 = o KiposHuedanorpadgueckoro craryca criaik-BolHa B Me/UICHHO-BO/IHOBOM CHE»,
[ e + . a3 L > I, 93T or 22.08.2000 Ha cone JeyeHus: cykewnenoM. OTCYTCTBYET chiaiikoBas 1 OCTPOBOAHOBAs
¥ Yo% R S3E 233 : SintenTidopMHas aKTHBHOCTb, HabofaloTest Andy3Hble MeUIEHHbIE BOIHbI 2-4 [y, aMnanTy-
&“;‘5—1-&5{{--} L-132 (: p %, J10it 10 110 MKB, ¢ HepnoanyecKHMy BCHBILIKAMH GMIaTepalbHO-CHHXPOHHOM akTHBHOCTH 4-6 Tt
f % S § £~ =% o z 5 110 375 MKB aMIUUTy0#i, 1peobiatajoliuMy B TEMEHHO-LEHTPAIbHbIX OTBEACHHX.
é %‘ ,5’ g' - oD > :s b [Tpnmeuanite: DT GoapcTBOBAHMS, CACTAHHbIC B APYroit nadopatopui 3a 10 mec (B hepane 1999_)
P e e )_,_32(‘ 3 /10 TipecTaBIeHHbIX Ha A 1 B, ObUIH aHAIOTHYHBI TTOC/EIHIM.
Faseaiaeiaiitatneas
IPIPFEIFLAALLS
i%.‘?_‘ '?"’t _'5( 554555551 WIBHBIM KOMMOHEHTOM, HO He TMOBJMSIO Ha abCaHChl, CUXMYECKHE U MOBEACHYECKME
%%%%%%&i‘%‘?ﬁ?ﬁ A XapakTepucTHKM nauueHTa U D3I, B 3TOT nepron orucaHHble TSDKEAblE NCUXUYECKHe
|l roBeJeHYECKHE HapylleHus1 y pebeHKa, ero HeynpaB/sieMOCTb, MPAaKTH4YECKU MOJIHOe
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OTCYTCTBUE SMOLMOHAILHO-TICUXMYECKOTO KOHTAKTA, Ge3HanexXHOCTb NPOBOAMMOI Te-

panuu KpaiiHe TSOKeNO BIMSUIM HA COCTOSIHME MaTepH, YTO BbIPAXKAIOCh B SMOLIMOHANb-
' HBIX perinKax: «3abepuTe ero oT MeHs uau yoeiitel».

B KOHLIe TPEThEro Mecsilia MOUCKOB JieueHUst 6bL1 106aBIeH cykcuer. [1pu crabunm-

' JALMK 103bI HA 19 MT/Kr/IeHb NMPeKpaTUINCh MPUMALKU U CTajI MOCTENEHHO MEHSTLCS

B JIY4LIYIO CTOPOHY TCUXHYECKuii cTatyc, DOT u nopeleHue, NALKMEHT Obll BIMUCAH U3

: CTalloHapa, 1 aMGy1aTopHO MPOBeIeHa YCTIeLIHAs! MOMbITKA OY€Hb MOCTENCHHON OTME-

C 1 Hbl Bajbrpoara M JaMOTPUIKMHA C TEPeXOIOM Ha MOHOTEPAMUi0 3TOCYKCHMMIOM.

335 S C storo BpeMeHM B DT oTCyTCTBYeT CMaiflkoBasi U OCTPOBOJIHOBAS IMUJIENTU(DOPMHAsI
X AKTMBHOCTb, HabmiogaloTca Auddy3Hble MelieHHble BoaHbl 2-4 Til, aMIUIMTYA0H 10
= o 110 MkB, ¢ nepuoIMyecKMMU BCIBILIKAMU OMIaTepanbHO-CUHXPOHHOH aKTMBHOCTU
4-6 It 1o 375 MkB aMruiuTynoit, npeo6aanaoliMMy B TEMEHHO-LICHTPaIbHBIX OTBEACHU -

2L six (cM. puc. 30 T).
O6cle10BaHMe Yepes MOJroa NnoKasaio 3aMeTHoe yiydlueHue. [punaikos Het. 3Ha-
4 YUTEBLHO YMEHBILMIIACH CTEPEOTUITHASI TUTTEPAKTUBHOCTD, CTaJl CIIOKOHEe, MOXET U1~
TebHO 3aHUMATHCS MTOC/EI0BATEIbHOM UIPOii, cTan Gosee OCMBbICIEHHBIM B3I, OoJice
JIOCTYTEH KOHTAKTY, OTKJIMKAETCsl Ha MPOChObl MaTepu, KOMMYHULIMPYETCA CIOTOBLIMU
3BYKaMy M HeBepOaIbHBIMK 3HaKaMM, MPEeKPaTMIOCh PUTYAIbHOE XOXACHHUE MO KPYTY,
3HAUMTENILHO pexe M ciabee xaonaHbsl B nagoLiy. Iloxonka dosee ycroitunsa. Bee a1o
cenano pebeHka 6oiee MPUEMIEMBIM ¥ MOJIOKUTENBHO OLIeHMBAETCs MaTepbio. OIHAKO
1 ; Bech (DEHOTHUII CUHAPOMA DHrebMaHa OCTAETCsl, @ HEKOTOPBIE €ro YEPThl AKLIEHTHPOBA-
T S nucs. Tak, sitdopruHoe HacTpoeHue GoJiee BLIPAKEHO U MOCTOSIHHO, B3pbIBbl HEMOTHBU-
POBaHHOTO cMeXa Gojiee YacThl U MPOJOJKUTENbHBI («CUHAPOM CYACTIIMBOM KYKIIBI»).
' g’g 3-5-3 R :';-i—x T3 1 :.i [y6oxas yMCTBEHHAsl 1 MCUXUYECKAsT OTCTANIOCTh, OTCYTCTBYET peyub U ee MOHMMaHME,
. 32 MCKITIOYEHMEM TIPUMUTUBHBIX KOMAHI U NPU3BIBHO-YKA3aTeIbHBIX BEPOAIbHBIX 3HA-
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