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The paper deals with the clinical picture, diagnosis, and treatment of childhood onset idiopathic generalized epilepsies, such as benign
infantile myoclonic epilepsy, childhood absence epilepsy, epilepsy with myoclonic-astatic seizures, epilepsy with myoclonic absence

seizures and a number of its other more uncommon forms.
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Hzmonamqecm/le Te€HEepaTN30BaHHbIEC STMUJIETICUA —
rpynmna MauonaTUYecKux SMUIENCUil ¢ 1e0I0ToM,
KaK MpaBWiO, B JIETCKOM W TMOJPOCTKOBOM BO3pacTe,
MPOSIBJISIIONIMXCSI TTEPBUYHO-TEHEPATM30BAHHBIMU TIPU-
CTYMaMM OJHOTO WJIM HECKOJbKUX TUIOB (abCaHChI, re-
HEPAIM30BaHHBbIE TOHUKO-KJIOHUYECKHUE CyTOPOTH, MUO-
KJIOHUYECKUE MPUCTYIIbI), TP OTCYTCTBUM KAKOTO-TMOO
MEPBUYHOTO OPraHUYECKOTO TOPaXEHUSI TOJIOBHOIO
MO3ra.

Wnuonaruyeckue reHepaqn30BaHHbIE SMUJICTICUU
FeHEeTUYECKU NIeTePMUHUPOBAHbBI, UYTO MOATBEPKIAETCS
0OJIBIIMM KOJIMYECTBOM CJTy4aeB SMUJIETICUM CPEIU POJI-
CTBEHHUKOB 00JIbHbIX [1]. OnHAKO KOHKPETHbIE TEHETU-
yeckue aedeKkTbl U poJib MPOJAYKTOB N€(PEKTHBIX F'€HOB
YCTaHOBJIEHBI IAJIEKO HE JUISl BceX 3a00JieBaHuit paccMar-
puBaemoii rpynnbl. B mocieaHue roasl MHOro coobiia-
€TCsl O POJIM HACJEICTBEHHOro nedekra BOJbTaxK3aBU-
CUMBIX MOHHBIX KaHajioB Mo3ra u GABA-peuenTtopoB
MeMOpaH B pa3BUTUM UIMONATUYECKUX SMUICTITUUECKUX
CUHIPOMOB UM HEIMWIENTUYECKUX MAPOKCU3MATIbHBIX
cocTosiHuil. B yacTHocTM, Takoli MeXaHW3M YCTaHOB-
JIEH B IpyImnax 0oJbHbIX IOHOLIECKOM U JeTCKO abcaH-
CHBIMU DBIWJIETICUSIMU, IOHOIIECKON MWOKJIOHWYECKOW
SMWIETICUEN,  MAUOIMATUYECKON  TeHEPAIM30BAHHOM
SMUJIETICUEN C M30JIMPOBAHHBIMUA TE€HEPAIM30BAHHBIMU
TOHUKO-KJIOHUYECKUMU TPUCTYIAaMU W CHUHAPOMAMHU,
coueralomumMucst ¢ ¢GedpuibHbIMU cynoporamu. Hc-
cJIeIoBaHMsI TTOKa3aJIM, YTO OJMH FeHeTUYECKUii 1eeKT
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MOXET 00YCITOBIMBATh (PEHOTUTTMIESCKU Pa3TUIHbIC CUH-
JIPOMBI, ¥ KaXIbIi OTHEIbHBIM CUHAPOM O0JIamaeT TeHe-
TUYIECKO HEOTHOPOTHOCTHIO KaK ¢ MOHOTCHHBIM, TaK 1
C MOJIMTEHHBIM TUIIAaMU HaclieioBaHus [2].

B o0mieit mormynasimy OOJBHBIX SMUJICTICHE M-
OTNaTHYECKNe TeHepaM30BaHHBIE (DOPMBI COCTaBIISIOT
16—30%, 110 TaHHBIM pa3HbIX UCCIIEAOBAHMIA, IIPOBEACH-
HBIX B Pa3HBIX BO3PACTHBIX TpyImax. PacmpocTpaHeH-
HOCTb cpeJir HacesieHus coctanisier 2,9 Ha 1000 [3].

Boénbrrass yacTh MIMONIATMUECKMX TeHEPaTU30BaH-
HBIX STWICTICHI UMeeT OJaronpUsITHBINA TTPOTHO3 W THUIT
TedeHrsl. OMHAKO HEKOTOpbIe (DOPMBI XapaKTePU3YIOTCS
BBICOKOM (hapMaKOPE3MCTEHTHOCTHIO M MOTYT COYETATHCS
C UHTEJJIEKTYaJIbHbIM Je(heKTOM. DTO 00bsICHSIETCS pa3-
HBIMU TTATOTEHETUIECKUMU MEXaHW3MaMU B CUITy TeHe-
TUYECKOW HEOTHOPOIHOCTH.

MexnpuctynHasg 930 npu uavMonaTUyecKux reHe-
pPaIM30BaHHBIX SIMWJICTICUSX XapaKTepHU3YeTCsl COXpaH-
HOCTBIO BO3PACTHOI KOpKOBOW putMuku. Cneuudu-
yeckuM DOI-Tpu3HaAKOM IJIsT BCEX paccMaTpUBacMbIX
3a00JIeBaHUI SBIIICTCST HATMYME WHTCPUKTATLHON M MK-
TaJIGHOM TICPBUYHO-TEHEPATN30BaHHOW OMIaTepaibHO
CUHXPOHHOIN aKTUBHOCTU Pa3IMYHON CTPYKTYPHI: pa3-
PSIIBI OCTPBIX BOJTH, CITAWKOB, IMOJHMCIIAKOB, KOMILICK-
COB CITAK— WJIW TOJIMCTIAaiK — MeUTeHHas BotHa 3 [t
W BBIIIEC B Pa3IMIHBIX MX COYETAaHUSIX. B MexXmpuctyr-
HOM TIepUOIle MOTYT OTMEYAThCsl PEeNKUe YHWIATePab-
Hble pa3psasl. Hammame HeBBIpakKeHHBIX EIMHUYHBIX
JIOKATBHBIX SIMIWICNTUGOPMHBIX W3MCHCHUI CUYUTACT-
¢S IOITyCTMMBIM W aOCOJIIOTHO HE WMCKIII0YaeT JTUarHo-
32 WOWOIMATUYECKON TeHepaM30BaHHOMN SIJICTICUU.
Hepenko y 0GosibHbIX OOHapyXKMBAeTCsl 3a0CTPEHHOCTD
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Kopdonckas U.C., Epnakos A.F0. \pmonatnyeckune reHepanm3oBaHHbIe anunencum ¢ 1e6ioTom B 4ETCKOM BO3pacTe

U 3K3aJTUPOBAHHOCTD O.-PUTMa, HO B TO XK€ BPEMsI 3TO
HE SIBJISIETCSI CTPOro creuudUuIecKuM TPU3HAKOM Kak
UIMONATUYECKUX TeHEepaIM30BaHHbBIX SMWJICTICU, TaK 1
SMUJIENICUil B 11eJJoM. BO3MOXHO SIBJIeHHME THUIEePCUHX-
POHHOTO Ol-pPUTMa C OTCYTCTBUEM ITOJaBJIEHUsI HA OTKPbI-
BaHUE IJ1a3 U Jaxe, HAIIPOTUB, C PACIPOCTPAHEHUEM €TO
Ha Bce oTaesibl. B MomeHT npuctyna 331 xapakTepusy-
eTcsl ONMKMCAHHON BBIIlIE TeHEPAJIM30BAHHON SIUJIEIITHU-
(OpMHOI1 aKTUBHOCTBIO, pa3nyaolieiics Mo CTPYKType,
MPOJOJIKUTEIBHOCTM M PUTMUYHOCTU B 3aBUCUMOCTHU
OT Pa3HOBUJIHOCTHU TIPUCTYIOB (T€HEepaJM30BaHHBIE TO-
HUKO-KJIOHMYECKUE CYJ0POru, abCaHChl, MUOKJIOHYC) U
dopmbl antutenicun. Hepenko MmoxeT HabmonaTbest oud-
POHTAJIbHOE aMIUIMTYAHOE TpeodianaHue UKTaIbHbBIX U
MHTEPUKTAIbHBIX Pa3psiioB.

Bupbl nanonaTnyeckmux reHepann3oBaHHbIX
anunencuin

CormacHo mpemoxeHuo MexXITyHaponHOW MpoTU-
Bosnwientuyeckoil auru (ILAE) no knaccudukanuu
snwiencuit u snuiaentuyeckux cuHapomon 2001 r, K
WIVOMATUIECKUM TeHEePATM30BaHHBIM STWJICTICUSIM OT-
HeCeHHI cieayromue hopMBI:
— J00pOKayeCTBEeHHAas MUOKJIOHWYECKasl SITHJICTI-
CHYsI MJTaJICHYCCTBA;

— JeTcKasi abcaHCHasI TTWIICTICHS;

— DOIMWIENICUS € MUOKIOHMYECKH-aCTaTUIECKUMU
TIPUCTYTIAMH;

— SIMWIETICUS C MUOKJIOHNYECKUMU abcaHcaMu;

— JOHOIIIecKast abcaHCHasl SIICTICHUS,

— [OHOIIIeCKass MUOKJIOHWYECKAsT SIVIICTICHST,

— SIWIETICUS ¢ M30JUPOBAHHBIMU TeHEPATM30BaH-

HBIMU TOHUKO-KJIOHUYIECKUMU CYyTOPOTaMH;
— TeHepaJM30BaHHasl 3nujencus ¢ (GpedpuabHbIMU
TIPUCTYTIAMH TITIOC.

B 3TOT cricok He BouLM penkue hOpMbI, KOTOPBIC
OTMCaHbl CPABHUTETLHO HEMABHO W CAMOCTOSITETbHOCTh
KOTOPBIX JOJTO OCTapuBajach: abCaHCHAsl STWICIICHS
¢ 0c000 paHHUM HayajioM, abCaHCHI C TEePHOPATbHBIM
MUOKJIOHYCOM, 3ITWJICTICUSI C MUOKJIOHME BeK M abcaH-
camu, sTwIericust ¢ GaHTOMHBIMU abcaHcaMu. B HacTosI-
el cTaThe pacCMaTPUBAIOTCS MIUOTIATUICCKIE TeHepa-
JIM30BaHHBIC SMIICTICUH C IeOI0TOM B IETCKOM BO3pacCTe.

JloOpokayecTBeHHAsT  MHOKJIOHMYECKAsi  SNUJIENCUs
MJIAIEHYeCTBA — PEIKUN STWICITUICCKUNT CUHIPOM,
BriepBble onucaHHblil B 1981 . Ch. Dravet u M. Bureau
1 BBEJCHHBIN B MEXIYHAPOIHYIO KiIacCU(DUKAIIIIO SITH-
JISTICUI M BIIUJIENITUYEeCKUX cCMHApoMoB B 1989 1. YacroTa
ero cpeny MaIMeHTOB ¢ NeOITOM SMUJICTICHH 10 3-JIeT-
Hero Bo3pacTa, 110 TJaHHBIM Pa3HbIX aBTOPOB, COCTABIISIET
ot 0,5 mo 2%. Cpeny MamyeHTOB C MIUOMATUYECKUMU
reHepaIM30BaHHBIMK ATvIIericusiMu 1ieHTpa CeHt-Iloms
(Mapcenp) oHa coctaBuia 2%, obmast ke pacrpocTpa-
HEHHOCTB 3TOTO CUHIPOMA CPEIH BCeX AMUIICTICHIT — Me-
Hee 1%, a cpeiu SMUICTITUYECKUX CHHIPOMOB C IEOF0TOM
B TIepBBIC TpU Toma XKU3HU — 2% [4].

[IposiBnsieTcst 3a00yieBaHNE MCKITIOYUTETHHO KOPOT-
KUMU TeHEePaTN30BaHHBIMI MUOKIIOHMIECKUMM TTPUCTY-
ITaMH C IeOI0TOM TIPEUMYIIIECTBEHHO B TIEPBBIC [1Ba TOMA.
[IprcTyn BOBIEKAeT MBIMIIIBI BEPXHUX KOHEUYHOCTEU W
IIIeH, BBI3BIBAET B3MaXOTIOTO0HOE TTPUTTOTHUMAHKE TIIeY
B CTOPOHEBI. Pexke B MPUCTYI BOBJIEKAIOTCS] HOTH, BBI3bI-
Basl JIETKOE TIpUCceNaHue BIUIOTh O ITOJTHOTO HAPYIIICHUS
paBHOBECHUSI W TIANCHUS Ha ATOMUWIBI. VIHTENIEKT Tpu
3TOM 3a00JIeBaHWM, KakK IpaBWiIO, He HapymeH. Ho B
PEIKNX HAOTIOMCHUSX MOTYT BBISBISATHCS ITOBENEHYEC-
KUe HapyIIeHUs U JieTKasl 3aep>kKa YMCTBEHHOTO pa3BHU-
TSI, KOTOPBIE CBSI3BIBAIOT C HEaneKBaTHON WJIM TIO3IHO
HayaTou Teparuvei.

Ha D3I ocHoBHOIT puTM He HapyllieH. B MoMeHT
MHUOKJIIOHUYIECKOTO TIPUCTYIIa BOZHUKAIOT KOPOTKHUE Te-
HepaJIM30BaHHBIC Pa3psIbl KOMITICKCOB TMOTUCTIAK—
MeIICHHAs BOJTHA. YKa3aHHBIC pa3psIabl MOTYT PETUCTPHU-
pOBaThCSI B MEXIIPUCTYITHOM 3amucu. Bo cHe Moryt
coXpaHsTbcs TeHepainzoBaHHble paspsiabl B [—I11 dasze,
WHOTJA KIWHWYECKHA COIPOBOXKIAIOIINECS MUOKIIOHY-
coM. JlokazaTeqbHBIM SIBIISIETCSI CHHXPOHHAS C Pa3psiioM
Ha D3OI perucTpaliysi BCIBIITKA MBIIIIEYHOW aKTUBHOCTH
nosurpaduueckoro DMI'-kaHana ¢ BOBJIEKa€MbIX MbIIIILL
JUIUTEeNbHOCTBIO 10 400 MC. Y HEKOTOPbIX OOJbHbIX -
TEJIBHO COXpaHseTCs] (POTOCCHCUTUBHOCTD, UTO CYIIECT-
BEHHO 3aTPYyIHSET MIPUHSATHAE PEIIeHUS 00 OTMEHE ITpo-
TUBOSTIMJICTITUICCKON TepaITiH.

Kakue-mbo ovaroBble HapylIeHWS] HEPBHOI CHC-
TEMBI W TIATOJOTMUYECKME M3MEHEHMS Ha MarHUTHO-pe-
30HAHCHOI TOMOTpPaMMe TOJIOBHOTO MO3Ta JUIST TaHHOTO
CHHIpOMa HexapakTepHbl. OTHAKO PsiI MCCIIemoBaTeeit
OTMEYAIOT CPABHUTEIHLHO OOJIBIITYIO YACTOTY MHTEIUICKTY-
TBHBIX HAPYIIICHUH y 3TUX TAIMEHTOB U IMTOTYCPKUBAIOT,
YTO MOHSITUE «100POKAUYECTBEHHAsI» OOJIbIIE XapaKTepu-
3yeT MPOTHO3 B OTHOIIIEHWH TMPUCTYIIOB, HO HE TICUXUJe-
CKOro pa3BuTus [5].

OOBIYHO TIPUCTYIBI TIPEKpamaTcss K 5—6 romaM
ku3HU. [1pomoKUTeIPHOCTh OOIE3HN MOXKET YBETUIH-
BaThCS U COXPAHSITHCS JOCTATOYHO JOJITO MOCIe yKa3aH-
HOTO BO3pacTa B cilydae HAJIMIUS (DOTOCEHCUTUBHOCTH,
TaK KaK 3TO CIOCOOCTBYET ITOMICPKAHWIO STUICTITHIC-
CKOI1 aKTUBHOCTH OJ1arofapst BHSIITHUM CTUMYJIaM U SIB-
JICHUIO ayTOMHIAYKITMU. Y OOJIbHBIX TOOPOKaYeCTBEHHOM
MHUOKJIIOHUIECKOW 3MUIICTICHEll MTaJlcHUICCTBA OIMCAHBI
cJTydau pa3BUTHS B ITOIPOCTKOBOM BO3pacTe IOHOIIECKOM
MUOKJIOHUIECKO armencuu [4, 6, 7].

Jerckas abcaHCHas smuIencus (IpexxHee Ha3BaHUE —
MMMKHOJIETICHS]) — OJHA W3 CaMbIX PacIpOCTPaHECHHBIX
WIVOMATUICCKUX TeHEepaIM30BaHHBIX Amuiencuii. Yac-
TOTa e¢ B TOTMYJISIIIMKM OOJTBHBIX STWICIICUEN COCTABIISET
okoio 10%, a B rpyrre neteit mo 16 et — 12,3% [8].

3abojieBaHMe MPEACTABISIET COOOIl BO3pacT3aBUCH-
MyI0, TCHETWYCCKHM IETePMHHUPOBAHHYIO CaMOCTOSI-
TeJNIbHYI0 (hOpMYy HMIMOTIATHUYECKON TeHEepaTM30BaHHOMN
SIWJICTICUY, PAa3BUBAIONIYIOCS Y JETeH JOIIKOJIBHOTO U
MJIaJIIIEro KOJbHOTO Bo3pacta (ot 4 no 10 ser, yarie B
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5—7 ner). [IpeumymecTBeHHO OosetoT 1eBoUKH (60—70%
BCeX JeTei ¢ neTckoi abcaHcHoi amwencueit) [8]. Oc-
HOBHOW THUIT TIPUCTYTIA — TUITUIHBINA abcaHC, Y HEKOTO-
PBIX B JaJIbHEHIIIEM BO3MOXHO MPUCOCAMHEHNE PEIKUX
TeHEepaIM30BaHHBIX TOHUKO-KJIOHUYECKUX CYIOPOT B
ITOIPOCTKOBOM U OoJjiee crapiieM Bo3pacte. [Ipemmect-
BHE TE€HEPaTM30BAHHBIX TOHUKO-KIOHUIECKUX CYTOpPOT
abcaHcaM WIN COCYIIIECTBOBaHWE WX B TICPBBIC TONBI 3a-
OoJieBaHUS, a TaKKe HAJIMINE WHBIX TUIIOB IIPUCTYIIOB
HCKITIOYAIOT ETCKYI0 aOCAaHCHYIO STWICIICHIO.

AOCaHChI MU IETCKOW aOCAHCHOM 3Muiiencuu mpea-
CTaBJISIIOT cO00M JA0CTaTOYHO KopoTkue (MeHee 4—20 c,
yanie 4—10 ¢) MOJHOCThIO AMHE3UPYEMbl€ MPUCTYIIbI BbI-
COKOI1 9aCTOTHI (OT HECKOJIBKUX TMPUCTYITOB IO HECKOJb-
KUX COTeH B CYTKH). [IpUCTYIT CONpOBOXKIACTCS TTOJTHBIM
BBIKJTFOUCHUEM CO3HAHWsI, BHE3AITHBIM TIPEPhIBAHUEM JIC-
ATENILHOCTU W peyr. MHOTIa OTMEeUaroTcss aBTOMAaTHU3MBl,
HE WMEIONINE MUAarHOCTUYCCKOTO 3HavyeHus. B MomeHT
TIPUCTyIIa, KaK IPaBWJIO, BHAYaJle BO3MOXHBI TOJBKO
OUCHb ClTabble PUTMUYHBIE MUOKJIOHWYCCKUE TBUKCHUS
IJIa3HBIX S10J10K, BEK Uv OpoBeit. MUOKITOHYC APYTUX Yac-
Teil TeJa, a TAaKKe MUOKJIOHMSI BEK U TTEPHOPATBHBIN MUO-
KJIOHYC MCKITIOUAIOT IETCKYIO aOCAaHCHYIO SITWJICTICHIO.

DnexrposHuedanorpadpuuecku abcaHc Npu AETCKOM
a0CaHCHO 3MWIETICUM TIPEICTaBIISIeT COO0 TeHepav-
30BaHHBI HETIPEPBIBACMBIN Pa3psii BHICOKOAMIUIATYI-
HBIX PUTMHUYHBIX OWJIaTEpPaIbHO-CUHXPOHHBIX KOMII-
JIEKCOB CIalilKk — MeIJIeHHasT BOJHA (Takke mabii- Wid
TPUCTIAIK-, TOITYyCTUMO He 6oJiee TPeX CITailKOB) C YacTO-
TOM cTporo B pamkax 2,7—4 i1 B Havase pa3psiia (daiie
3 [i1) ¢ mocTreneHHBIM CHUXKEHMEM K KOHILy TpHUCTYyIa.
OCHOBHOW PUTM HE M3MEHEH WJIHW PETUCTPUPYETCS OU-
OKIIMTTUTAILHOE 3aMeIJICHNE.

[MpucTynsl  MMPOBOLMPYIOTCS  TMIICPBEHTWIISIIIACH,
WHOTJA OTPUIIATEIIEHBIMU 3SMOIUSIMHA. Y HEKOTOPBIX
MTAlIMEHTOB CYIIECTBYET 3aBMCHUMOCTH OT BPEMEHM ITHSI
(yyaiieHue yTpoM WM Bedepom). Kak mpaBwiio, Tipu-
CTYIl HE BO3HUKACT B COCTOSTHMM (DU3WUYECKOW M yMC-
TBEHHOW aKTUBHOCTH U IPY CKOHIIEHTPUPOBAHHOM BHM-
MaHuu. bosibHble NETCKOW abCaHCHOW anuiierncueil He
(OTOCEHCUTUBHBI.

[TporHo3 61aronpusiteH. AGCaHChl OOBIYHO UCUE3AIOT
K MOJPOCTKOBOMY Bo3pacTy. B oueHb peakux ciaydasix 6e3
JICYCHMSI OHM MOTYT ITEPCUCTUPOBATD U B O0JIee CTapIieM
Bo3pacte. Kak mpaBwmiio, 3abojieBaHHE XOPOIIO ITOJIa-
eTcsl Tepanuu. HeaneKBaTHOCTh Tepaluy yBETUYUBAET
BEPOSITHOCTH TOSIBIICHUSI B OYIyIieM TeHepaTu30BaHHbBIX
TOHUKO-KJIOHUYECKUX CYTOPOT.

K penkum cuHIpOMaM ¢ KJIMHUKON abCaHCOB B IET-
CKOM BO3pacTe OTHOCSITCST: aDCaHCHI C 0CO00 paHHUM Ha-
4aJioM, abCaHCHI ¢ TIEPUOPATbHBIM MUOKJIOHYCOM, SITH-
JISTICUSI C MUOKJIOHWEH BeK 1 abCaHCaMM.

Abcancwt ¢ ocobo pannum Hawarom. TIpocTbie abcaHChI
¢ ne610ToM B Bozpacte 10 5 jieT. OHU MOIYT BKJIIOYAaTh B
ce0sl HeTMITMYHO paHHEEe Hayajao JEeTCKOi abcaHCHOM
SIWJICTICUU, a TakKKe JAPYTHUe SMWICTICUM PaHHETO BO3-

NMCUXOHEBPOJIOINs

pacta ¢ ab6caHcamu. CaMOCTOSITEJTbHOCTH CHHIpPOMaA
nuckyrabenbHa. 3a0ojieBaHUE MPOTEKAET He Beeraa oJia-
ronpusaTHo. [eHepanu3oBaHHbIE TOHUKO-KJIOHUYECKHE
CyJIOpOTH MOTYT OTMEUaThCs YK€ B Hauaje 3a00JieBaHUs
WU B TIEPBBIE TOMBI MOCTIE AeOr0Ta.

Abcancobl ¢ nepuopatbHoiM MUOKAOHYCOM — CUHAPOM
MIVOTATUYECKONW TeHepaau30BaHHOW SITWICTICUU C Jie-
GIOTOM B IETCKOM U TTIOAPOCTKOBOM BO3pacCTe, XapaKTepH -
3YIOLINIACS YaCTBIMU TUITUYHBIMU abcaHCaMU C pa3fidy-
HOI CTeTeHbIO HAPYLIEHUST CO3HAHUS U C PUTMUYHBIMU
JIOKAJIbHBIMM MUOKJIOHUSIMU TIEPUOPATIbLHOM WJIU  XKe-
BaTeJIbHOM MYCKYJAaTypbl B MOMEHT mpuctyna. [1pucty-
bl 00bIYHO KOpoTkue — 2—5 c¢. Ha wukranbHoit DD
OIpeesIsieTCs] TeHePaTM30BaHHbBIN pa3psii KOMITJIEKCOB
MOJINCTIAK — MeJIeHHasl BoJIHA ¢ 4yacTtoToi 3—5 IiI.
TeHepanu3oBaHHbIE TOHMKO-KJIOHWYECKUE  CYIOPOTH
MOTYT TNPUCOEANHSTHCS Ha pAaHHUX B3Tarax 3abojieBa-
HUSI UM HECKOJIBKO JIET CIYCTSI OT Havasia. 3abojieBaHue
MOXKET TIPOTeKaTh TMOXM3HEHHO M XapaKTepPU30BaThCS
(hapMaKkope3UCTEHTHOCTHIO.

Dnunencus ¢ MUOKAOHUell 6eK U abcancamu (CUHOPOM
Jicusonca) — 4UCTO (HOTOCEHCUTHMBHASI MAMOMATUYEC-
Kas reHepaiu3oBaHHas osrwiercus. CUHAPOM cpaB-
HUTENIbHO PeIKUii, HO TOYHAsl YacToTa 3a00JIcBaHMS He
ycrtaHoBjieHa. Cpeau 3MUIeNncuil ¢ 1e6I0TOM B JIETCKOM
BO3pacTe MMOKJIOHUS BeK ¢ abcaHcaMu cocTaBisieT 2,7%,
cpenu abcaHcHBIX ammtericnii — 12,9% [9]. 1o cBeneHu-
sm A.C. TletpyxuHa u coast. [10], U3 Bcex unuonaruye-
CKHUX FeHepau30BaHHBIX (POTOCEHCUTUBHBIX STUJIETICUIA
5% mipuxoIUTCS Ha MMOKJIOHUIO BeK ¢ abcaHCaMU.

3abojieBaHNe NeOIOTUPYET B BO3PACTHOM ITPOMEKYTKE
2—7 net, HanboJjiee 4acTo B 5—6 JIET, B OTAEIbHBIX HA0JTIO0-
neHusx B 7—9 net. OCHOBHBIM M 4acTO €IMHCTBEHHBIM
TUTIOM TIPUCTYIIOB SIBJIIETCS OYeHb KOPOTKWIA, TUITAY-
HBI abcaHC 70 5 ¢, CONMPOBOXIAIOUINICS 3aBedcHUEM
IJ1a3 BBEPX U HEOONIBIINM, OUYeHb ObICTPBIM, PUTMUYHBIM
MMOKJIOHUYECKUM TIOIepPTUBaHUEM BeK, HAITOMUHAIO-
LM Tperetanue. YacToTa IPUCTYIIOB OY€Hb BHICOKA —
JIOCTUTAeT COTeH B cyTKU. XapaktepHa Bbicokas (100%
00JIbHBIX) YacToTa (hOTOCEHCUTUBHOCTU. AOCAHCHI yya-
LIAIOTCS MPHU TTepexoie B 6oJiee SIPKO OCBEIIEHHOE TToMe-
meHve. Bo3MOXHO siBJIeHUMEe CAMOMHIYKIIMM ITyTeM pa3-
JIMYHBIX TIPOM3BOJIbHBIX IBMXXKEHUI BeK (TIPUKpPBIBAHUE
IJ1a3, 4acToe MOPTaHKe), YTO MOXET MPUOOPECTH XapaK-
Tep HaBSI3UMBOCTEIA.

TTaTOrHOMOHWYHBIM CUMTAIOTCS MMEHHO MUOKJIOHUS
BeK U crietuduueckuit 33I-marrepH ¢ reHepaain30BaH-
HOUW KOPOTKOW TMUK-BOJIHOBOM WJIU IMOJMITUK-BOJHOBOM
BCTIBIIIIKOM, BO3HMKAIOIIIEH BCIe 3a T1a30IBUTaTeIbHbIM
apTeaKToOM OT ABMKeHUS BeK. Bo3aMokeH BapraHT Teue-
HUsI, KOTJIa ¢ BO3pacToM WM Ha (hOHE Tepanuu abCaHChI
HMCUe3aroT MPY COXpaHEeHUN MUOKJIOHUI BeK. Bo BesikoM
clyJae, JUTUTEIbHOCTh aOCaHCOB MOPOIl HACTONBKO KO-
pPOTKa, YTO JOCTOBEPHO BBLISIBUTH HApYIIEHUE CO3HAHUS
B 9TOT MOMEHT HE TpelICTaBIIsieTCss BO3MOXHbBIM [11]. 3a-
6oJicBaHME CYMTAIOT BBICOKOPE3MCTEHTHBIM K JICUEHUIO
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IO OIpefeIeHHOTo Bo3pacTta (rmpuMepHo 1o 25—30 ser),
ocJjie KOTOPOro (POTOCEHCUTUBHOCTh HAUMHAET 3aMETHO
yracarb.

IMpn oTCyTCTBMM Tepamuy WIM TIPU HeaJaeKBaTHOM
JICYEHUW BO3MOXHO TPUCOEAVMHEHWE PEIKUX TeHepa-
JIN30BAaHHBIX TOHUKO-KJIOHUYECKUX cymopor. Omuca-
HbI CJIydaul TIPUCOEIWHEHUS] ¢ BO3PACTOM MMOKJIOHWIA
B pyKax U 3BOJIOLMY B IOHOIIECKYI0 MUOKJIOHUYECKYIO
SIUJIETICUIO, a TaKXe CYIIEeCTBOBAaHME aOCaHCOB C MUO-
KJIOHMEH BeK y OOJIbHBIX JOOPOKAYECTBEHHOM MUOKIIO-
HUYECKOM BIUIIETICUEe MiTaJieHIeCTBA VIIM STUJIETICUEI
¢ MUOKJIOHMYECKHU-AaCTaTUUECKUMM MpHUCTynamMu. B cury
5TOT0 CAMOCTOSITEIBHOCTh CUHAPOMA TTOJIBEPTaeTCsT COM-
HeHu1o. DOTOCEHCUTUBHOCTH, BOBMOXKHOCTD 3BOJIIOIIUN
B IOHOILIECKYI0 MUOKJIOHUYECKYIO 3MUIIENCcuio, 3(pdek-
TUBHOCTh «QHTUMMOKJIOHNYECKNX» AaHTUKOHBYJIbCAHTOB,
CaMOCTOSITEIbHOE CYIIECTBOBaHME MUOKJIOHYCa BeK 0e3
abCcaHCOB CBUICTEIBCTBYIOT O TOM, YTO MUOKJIOHUS BEK
¢ abcaHcaMM OJIMKe K MUOKJIOHUYECKUM SIUJICTICUSIM,
yeM K abcaHCHBIM [12].

Dnuiencus ¢ MUOKJIOHHYECKH-ACTATHYECKUMH MPUCTY-
namu, wim cuaapom Jlyse — CUHIPOM reHepaTu30BaHHOM
SMWJIECTICUY ¢ HAJTMIUEM HECKOJbKUX TUIIOB MPUCTYIIOB,
BKJTIOYAIOIIMX MUOKJIOHUYECKU-AaCTaTUUYECKHEe, MUOKIIO-
HUYECKHEe, TOHUKO-KJIOHUYECKHEe, aOCaHChl U PEIKO —
TOHMYeckre. 3abojieBaHME HAUYMHAETCS Y HOPMaJIbHO
Pa3BUBAIOIIMXCS IO 3TOTO IeTell B Bo3pacte oT 1 roga 1o
5 JIeT ¢ TMKOM OKOJIO 3 JIeT.

J1o HelTaBHETO BpEMEHU CUHAPOM OTHOCUIICS K KPHII-
TOT€HHOM SMUJIETICUN BCJIEICTBUE OYeHb BBHICOKOM (ap-
MaKOpPE3MCTEHTHOCTHU, OOJILIION YAaCTOThl OOHAPYKEHUSI
0YaroBbIX HEBPOJOTMYECKUX PACCTPOMCTB W HAJTUYUS
WHTEJUIEKTYaJIbHbIX HapylleHuii. B nmpoekre knaccudu-
Kauuu anwiencuu, onyosunkoBaHHoM ILAE B 2001 1., aT0
3a00IeBaHNEe pacCMaTpUBAETCS B KATETOPUW MAMOTATH-
YECKUX TeHePaTM30BaHHBIX SITUIICTICUIA.

B atronorum 3aboneBaHus IpuaaeTcs OOMbIIOE 3HA-
YeHWe TeHETUYEeCKOM IpeapacrolokeHHocT. B pas-
HBIX HMCCIEIOBAaHUSIX HACIEACTBEHHAs! OTSITOIIEHHOCTh
O SMUJIETICUNA U (eOPUIIBHBIM CYIOPOraM BBISIBIISUIACH
B 15,7—32% cny4aeB, B 4Mciiec KOTOPBIX Mpeobsiagaiu
pa3IMuHble CUHIPOMBI KPUNTOTC€HHON M MAMONATHYEC-
KOU 3IUJIETICUTA.

TeneTnyeckue ucciaenoBaHUs MOCIEIHUX JIeT IToKa3a-
JIW, YTO SIMIIETICUSI ¢ MUOKJIOHUYECKU-aCTaTUIECKUMU
MPUCTYITAMU MOKET OBbITh (DEHOTUITMYECKMM BapHUaH-
TOM TPYIIITBI CHHAPOMOB TeHEepaTM30BaHHbIX SMUJICTICHI
¢ (edbpunbHbIMU cynoporamu mitoc [1, 13, 14] Yacrtora
cuHIpoMa coctaBisieT 1—2% BceX NeTCKMX SIUIETICUIA,
o cBeaeHussM H. Doose 1 coaBT, cpeay reHepain30BaH-
HBIX WIMOTATUYECKUX SITMIIETICHI JIETCKOro Bo3pacTa
OHa MoXeT gocturath 5,3% [15]. Cpeaun G0JBHBIX TTPe06-
JIafgaroT MaJIbYMKH.

KinHnueckue niposiBiieHUs 3a00JIeBaHKS XapaKTepy-
3YIOTCSI OOJIBILIMM MHOTOOOPa3eM CUMITTOMOB; CUMTAET-
Csl HETUTTMYHBIM CYILIECTBOBAHWE €IWHCTBEHHOIO THUIIA

TPUCTYTIOB — MUOKJIOHWMYECKU-acTaTHUeCKUX. MUOKIIO-
HUYECKNEe W MUOKIOHMYECKM-ACTaTUICCKUE TTPUCTYITHI
SIBIISTIOTCS «SIIPOM» CIMIITOMOKOMIUTEKCA, KaK TIPaBWIo,
B COYECTAaHUM C T€HEPaTU30BaHHBIM CyTOPOXHBIMH. Ho
ITOMUMO HHMX MOTYT OTMEYAaThCSI aOCAHCHI.

3abosieBaHMe, KaK MPaBWIO, HAYMHAETCS C TeHepa-
JIN30BaHHBIX CYTOPOKHBIX TIPUCTYIIOB,  MUOKJIOHMYEC-
KW-acTaTHYeCKHEe MPUCOCTUHSIOTCS To3nHee. MUOKIIO-
HUYECKWE TIPUCTYIBI TPEICTABISIOT COOOI aKTUBHBIN
MMOKJIOHYC: KOPOTKHWE, MOJIHMEHOCHBIC, aCUHXPOHHBIE
TTOIEPTUBAHMSI KOHEUHOCTEH YT MUOKJIIOHWYECKIE KU-
BaTeJIbHBIC IBWKCHMSI TOJIOBOW, ITOCTHUTAIOIINE OYCHB
00JIbLIOTO YKcaa B IeHb. MUOKIOHUYECKU-aCTaTUYEC-
KUE TIPUCTYITBI TIPOSIBIISTIOTCS MUOKJIOHWUYECKUMU TIPH-
CTyIlaMHu B HOTaX, KOTOpPbIE OILYLIAIOTCS KakK yaap Mop
KoJieHU. BoJbHOIT B MOMEHT TaKOTO TPHCTyIa ClIerKa
TpUCeNacT WIN TTafaeT Ha SITOMUIIHI.

AOcaHCchl HaOJTIOIAIOTCST KaK MPOCThIe, TaK U C MUO-
KJIOHWYECKUM KOMITOHEHTOM. KX 9acToTa MOXeET OBITh
OYEHb BBICOKOM.

Ha O93I' k MomeHTy Havaia 3a0ojieBaHUsI OCHOB-
HOW PUTM HE HapyIleH. Y MHOTMX TaIlMeHTOB MOXKET
peructpupoBaThcsi MOHOMOP(MHBIN O-putm 4—7 I Bo
BCEX OTIeJNaxX, HO ¢ MpeodIaTaHueM B IICHTPOTEMEHHBIX
06yacTsax. B MOMEHT MMOKIIOHMIECKUX M MUOKJIOHUYE-
CKHU-aCTaTUICCKUX MPUCTYIIOB M3MeHeHus Ha DT mipen-
CTaBJISTIIOT COOOI KOPOTKME TeHEepaIM30BaHHBIC Pa3psIIbl
KOMIUTEKCOB TIOJIUCTIalfK—MeIJIeHHasT BOJIHA, KOTOPBIE
TIPOMCXOISIT KaK OMMHOYHO, TAK U PUTMUYHO TIOBTOPSISICH
B T€UEHUE HECKOJIbKMX CEKYH[ C 4acToToi 10 2—4 pas-
PSImOB 3a ceKyHIy. Hammume acTaTiaeckoro KOMITOHEHTa
TTOATBEPKIACTCS] CHHXPOHHBIM TTOJaBICHUEM aKTUBHOC-
TH C COOTBETCTBYIOIIUX MBI B TedeHUe 60—400 Mc ¢
3JICKTPOMUOTPahUIeCKOro KaHaja MPpU TOoTUTpadude-
CKOM perucrparnuu.

JUTMTeTBHOCTH 3a00JIeBaHMSI pa3IMyHa U HEllpeacKa-
3yeMa. [IpuMepHO B TOJOBHMHE CyJyaeB WHTEIICKT HE
CTpaaeT, y OCTATbHBIX MOTYT C(DOPMUPOBATHCS 3aIePXK-
Ka YMCTBCHHOTO Pa3BUTHS M TTOBEICHICCKUE HAPYIIICHUSI
pa3HOU CTeTeHW BhIpaXXeHHOCTH. [IporHOCTUYECKN He-
OJATOTIPUSITHBIM SIBJISICTCST TIPUCOCTMHEHNE TeHepasv-
30BaHHBIX TOHUYECKUX TIPUCTYIIOB U HAJTMIKE STTU30I0B
0eccylopOKHOr0 3MUIENTUYECKOro cTaTyca.

Dnuiencus ¢ MEOKJIOHAYECKHMH A0CAHCAMH BITEPBBIC
ommcana K.A. Taccunapu u coaBt. B 1969 . CuHapom
TaccuHapu — penkast opMma SITUICTICUU, XapaKTepH-
3yIoIIasicsl IPUCTYIIaMU abCaHCOB, KOTOPBIE TTPOTEKAIOT
C MaCCUBHBIMM MMOKJIOHUSIMHU MBI TIJICYEBOTO TTOsICa
u pyk. B neiictByromieit kinaccudukanuu 1989 . 3a60-
JieBaHUE TIPENCTaBICHO B PyOPUKe KPUTITOTCHHBIX TCHE-
paIM30BaHHBIX (DOPM B CHUTY BHICOKOW PE3UCTCHTHOCTH
K Tepallii M 9acTOTO COYETaHUs C WHTEJICKTYaIbHBIM
nedummmroM. OgHAKO, KaK W SMWICTICUS ¢ MUOKJIOHM-
YeCKU-acTaTUueCcKUMU npuctynamu, B npoekre ILAE ot
2001 r. kaccuduKalMy 3MUIETICUM OHA OTpeie/ieHa Kak
WIUoNaTUIeCcKast TeHepaTu30BaHHAsT SITHJICTICHUS.
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YacToTa gaHHOU (GOPMBI MUICTICUU B MOMYJISIINU
He yrouHeHa. Cpenu naiuMeHToB B IeHTpax B Mapceiie
u bosioHbe anuiencus ¢ MUOKJIOHUYECKUMU abcaHca-
MU cocTaBusia okojio 0,5—1% Bcex ¢hopM amuierncuu
[16]. TTo nabmomenusim K.FO. Myxwuna [3], wacTto-
Ta 3TOro 3aboJieBaHUS cOoCTaBisieT okosio 3,3% cpenu
UIMOTIATUYECKUX U KPUIITOTEHHBIX STUJICTICUI Y AeTei
U MOJIPOCTKOB.

Cnyyan smuternicun obHapyxuBaioTcss B 20% ce-
Meit mpobaHaoB. Cpear BO3MOXKHBIX 3THOJIOTMYECKUX
(akTOpoB mpHIOAeTCsS 3HAYEHWE, B YAaCTHOCTHU, I1aTO-
JIOTMU TIePUHATAJIBLHOTO Ieproaa, XPOMOCOMHBIM aHO-
MamussM. EcThb COOOILIEHMSI O HEpPeAKMX COYETAHUSIX
MMOKJIOHUYECKMX abCAaHCOB C Pa3IMYHBIMU aHOMAJIH-
SIMU KapMOTUIA WA KOPTUKAJIbHOM NMCIUIa3ueil Mpu
MarHUTHO-pe30HaHCHOI Tomorpaduu [17]. OmgHako y
JeTeil ¢ 3amepKKOM MCUXUIECKOTO Pa3BUTHSI B CIydasix
XPOMOCOMHBIX aHOMAJTMI WJIM CTPYKTYPHBIX HApYIIEHUI
Mo3ra ajieKTporpacduyeckue u KIMHUYeckre 0COOeHHOC-
TU MMOKJIOHUYECKHMX abCAaHCOB OTJIMYAINCh OT ONMMCAH-
Hoit Moaenu cuHapoMa TaccuHapu. Psn aBropos [17] He
CYUTAIOT 3TH aTUITUYHBIE CITydau UACHTUIHBIMU C CUHI-
pomom TaccuHapu.

Je61oT 6osie3HM Yalle MPUXOJUTCSI Ha BO3PACT OKOJIO
7 J1eT ¢ BO3MOXKXHBIMU KoJiebaHusiMu ot 11 mec 1o 12,5 ieT.
o Havaa 60JIe3HM TTOUTH B 45% cirydasix oOHapy>KuBa-
eTcsT 3aiepKKa TICUXUIECKOro pa3BuThs. B HeBpomoru-
YECKOM CTaTyce OTKJIOHEHMH, KaK MpaBUIO, HET, 3a UC-
KJTIOUeHUEM eIMHUYHBIX HAOMIOACHWI, TIe ¢ POKIACHUS
OTMeYaJicsl IICHTPaIbHBIN Temumape3 [16]. Ha mMaraut-
HO-PE30HAHCHOI ToMorpamMme B psine ciiydaeB (1o 17%)
obHapyxuBatoTcst 1uddy3Hble Hecnieuduuecke aTpo-
(pryeckre MU3MEHEHUS JIETKOM CTeneHn Oe3 MPU3HAKOB
JIOKQJIbHOTO MOPaKEHMUSI.

Snpom 3aboseBaHUS SIBIISTIOTCS  MUOKJIOHUYECKUE
abcaHChl ¢ MOIIHBIM OMJIaTepaIbHO-CUHXPOHHBIM PUT-
MHWYHBIM OTBEIEHMEM IUIed B CTOPOHBI, XapaKTepU3yIo-
muecs: 6ombioit mmmteabHocthio (10—30 ¢), mocraTou-
HO BBICOKOI YyacToToii — He MeHee 10 B 1eHb. B MoMeHT
MPUCTyIa MHOTJA OTMEYAeTCs MSITKUI acMMMETPUYHbBINA
KOMIIOHEHT B BUIE HEOOJIBILIOTO OTBEICHMS TOJIOBBI B CTO-
POHY WM TIpeobIagaHyss MUOKIOHWU C OTHOM CTOPOHBI
tena v T.11. UkranbHas B3I nipencrapisier coboit maTTepH
TUIMMYHOTO abcaHca U3 CUHXPOHHBIX KOMITJIEKCOB MUK —
MemieHHass BosiHa 3—3,5 Ti1, mpuyem yacTto ¢ OAMHOY-
HBIM TTUKOM, HECMOTPST HaA MUOKJIOHMYECKUI KOMITOHEHT.
JlokazaTeTbHBIM CYNTACTCSl BOSHUKHOBEHME Ha 3JIEKTPO-
MHOTpaMMe PUTMUYHBIX BCIIBIIIEK aKTUBHOCTH C JIEJTBTO-
BMIHBIX MBIIIIL U CUHXPOHHOU PEerrcTpaiuy Craik-Boji-
HOBOTO paspsiza Ha DD M BUAMMBIX MUOKJIOHMI TLIeY
Ipu TIpoBeneHnY Bruneo-DD I MmoruToprHra. doTtoceHcn-
TUBHOCTb [Tl 9TUX MalMeHToB He TumruHa. B I ¢ase cHa
MOTYT TIEpCUCTUPOBAThL MATTEPHBI a0CAHCOB, a MHOTAA U
KJIMHMYECKHe abCaHChI, BbI3bIBaIOLIME TTpoOykaeHue. Bo
IT1—III daze peructpupyrorcst 6osee KOpoTkue dpparmeH-
THI Pa3psiIOB CITAK-BOJTHOBBIX KOMITIIEKCOB.

NMCUXOHEBPOJIOINs

Kpome MuokiioHnuyeckux abcaHCOB MOTYT HaOJIto-
JaThCsl TCHePATM30BaHHBIE TOHUKO-KIIOHUYECKUE CYIO-
poru [16], mosiBJieHNe KOTOPBIX, 0COOEHHO MPU OOJIBIIION
WX YacTOTe, YXYIIIaeT IMPOTHO3 W CHUXKAeT IIaHCHI J0-
CTMKEHUSI MOJHOW peMmuccuu. 3abosieBaHUE MPOTEKaeT
C TeHACHIMEW K (hapMaKOpPEe3MCTEHTHOCTU, HO B psime
ciyyaeB (okoJio 1/3) ymaetrcst 1OOUTbCS peMUCCUUN TIpU
WCITOTH30BaHNY KOMOMHMPOBAHHOM TepaITiy BEICOKIMU
J03aMU TIPETIapaToB.

npl/IHLI,VIan NevyeHns ngnonaTnyeckux
reHepajan3oBaHHbIX anunencumn

IMpenaparamMmu mnepBoii ouepenu BbIOOpa JUIsI BCEX
BUJIOB WJIMOMNATUYECKUX TeHEePATU30BaHHbIX (hOPM DMU-
JIETICUM SIBJISIIOTCSI BAJILIIPOAThl (A€MaKUH, KOHBYJIEKC).
Xopouuii 9@EKT OT 3TUX CPENCTB — OTJIUYUTEbHbII
npu3HaK 3abojeBaHUi 5TOi rpynmbl B LejoM. Kpome
BJILIIPOATOB MPUMEHSIOTCS OeH30[Ma3eMuHbl, 3TO-
CyKCUMUJ (CyKCUJIEeN), JAMOTPUKUH (JTaMUKTal, Ja-
MoOJIen), JieBeTupaueTam (Kerrpa), Tornupamar (Tomna-
makc). OgHAKO KaXa0e U3 MEePeUyrCICHHBIX CPEICTB HE
SIBJISIETCSI CTOJIb YHUBEPCAIbHBIM B CBOEM MPUMEHEHUU,
Kak Bajiblpoathl. Kcnojb3oBaHue OEH3011Ma3eNMHOB
OTHOCUTEJIbHO OTPaHWYEHO M3-32 CKOPOTO Pa3BUTUS
TOJIEPAHTHOCTU UM BBIPAXKEHHBIX MOOOYHBIX 3(DGHEKTOB.
B 5TOM OTHOILIIEHUU CYIIECTBEHHO JIYUIIMMU OKa3aTe-
JIIMU 00JIalaeT HOBBIM Mpernapar 6eH3011Ma3eNMHOBOTO
psina — kio6aszam (frizium), HO OH He 3aperucCTpUpPOBaH
Ha Tepputopun Poccuiickoit @eneparuy.

JlaMOTpUIXKMH MOXET ObITb Ha3HAaYeH B OOJIbIIMHC-
TBE CjlydyaeB Kak B KOMOMHMPOBAHHOW Tepamnuu, Tak U
B MOHOTepanuu. B yacTHOCTH, OH CIYXUT MpernapaTom
MepBoii ouepenu BbIoopa Mpu JIEYeHUU MallMEHTOK AETO-
poaHoro Bo3pacta. OJHaKO €CTbh PeIKMUE COOOIIEHMUS, YTO
MpUeM JIAMOTPUJIKMHA MOXKET BECTU K arrpaBaliii MUOK-
JIOHUYECKUX MTAPOKCU3MOB MPU IOHOILIECKON MUOKJIOHU -
YECKOM SMUJIECTICUU.

Tonupamar, Kak ¥ BaJIbIIPoOaT, UMEET IIUPOKUE CIIEKTP
JeACTBUS U 00sacTh MpuMeHeHus. B Gosbliieil crerneHu
OH MOXeT oKa3zaTbcsl 3(D(hEeKTUBEH MPU reHepaaTnu30BaH-
HbIX TOHUKO-KJIOHWYECKUX MPUCTYIaxX, XOTsI MPUMEHUM
Takxe Mpu abcaHcax U MUOKJIOHUYECKUX MapOKCU3MaX.

HosBrlil npenapat jeBeTupaiietram OblI CO3IaH Tpe-
KJIe€ BCEro Kak CpeICTBO C BbIPaKEHHbIM aHTUMUO-
KJIOHUYECKUM [JENCTBUEM, 3aMEUEHHBIM y XUMHUYECKU
CXOJIHOTO ¢ HUM TupaueTama. OqHako npenapar Hauiel
0oJiee IIUPOKOE MPUMEHEHNE B SMUJIETITOJIONMU KaK MPpU
reHepaM30BaHHbIX, TAK U MPU (DOKATBHBIX SMUICTICUSIX.
Ilpy uarMonaTtMyeckKux reHepau30BaHHBIX OSMUJIETCU-
SIX OH OKaszajcsl Mo4YTh Hed(PdEKTUBHBIM B OTHOIIEHUU
abCcaHCOB, HO SIBJsIETCS OU€Hb 9 (MEKTUBHBIM CPEACTBOM
B 100aBOYHOI Tepanuu Mpyu MUOKJIOHYCE U TeHEePaIU30-
BaHHbIX TOHUKO-KJIOHUYECKUX CYOPOTax.

B GonblIMHCTBE cllyyaeB UMEET CMbIC]T HAUUHATD Jie-
YEeHUE C MAJIbIX CYTOUHBIX 103 MPENapaToB BaIbIIPOEBOIi
Kucaotbl 10—15 Mr/Kr ¢ X MeJIeHHbIM MOCTENIEHHbIM
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yBEJIMUEHUEM JI0 JOCTUXKeHUs mojHoro sddekta. [Tpu
YCJOBUM XOPOILIE MEPEeHOCUMOCTH JieKapcTBa B Cly-
yae HauboJiee pe3UCTeHTHbIX (OpM (IMUJIETICUsI ¢ MUO-
KJIOHUYECKM-aCTaTHUECKUMU TIPUCTYITAMU, STVICTICHS
C MUOKJIOHMYECKMMM abcaHCaMHW, MHUOKJIOHMS BEK C
abcaHcaMM) BO3MOXKHO €T0 TIPUMEHEHHUE B BBICOKUX JO-
3ax — oT 50—60 1o 100 MT/KT B CYyTKHM, OJHAKO yKa3aH-
HbIE 103bl TPEOYIOT 00513aTEILHOTO U PETYJISIPHOTO J1a00-
PaTOPHOTO KOHTPOJISL.

ITpu abcaHCHBIX 3MWIENICUSIX Mpernaparbl BbiOOpa —
BaJIBIIPOATHI, STOCYKCHMWI W JIAMOTPHUIKMH. B peswmc-
TEHTHBIX CIIyJasx Ha3HAyaloT WX KoMOmHarmio. OmHU
MalMeHTbl ¢ abcaHcaMU MOTYT OKasaTbCsl OoJyiee 4yB-
CTBUTEJIGHBIMM K 3TOCYKCUMMULY, IPyTHe — K BaJIbIIPOATY.
[MomuTepanust ¢ 3TOCYKCHMUIOM OIpaBIaHa TIPU IPYTHX
dbopmax (MUOKIIOHWYECKHU-acTaTUIECKash  SIWJICTICHS,
IOHOIIIECKast MMOKJIOHMYECKAsl SMWJIETICUsI) B Cyyae Ha-
Jmanst abcaHcoB. [1pu TaKoi pe3WCTEHTHOM SITUIICTICUU,
Kak cuHapoM TaccmHapu, UMEHHO KOMOWHAIINST BaJTbITPO-
aTa ¢ 3TOCYKCUMUJIOM B CPAaBHUTETBHO OOJIBIIINX J03aX STB-
Jisiercst Haubodgee a(pdekTuBHON. B oTHOLIEHNN HeabcaH-
CHBIX TUITOB TTPUCTYIIOB 3TOCYKCUMUI MATO3(h(HEKTUBEH.

BenzonnazenHbl Ha abCaHCHI 3aMETHOTO NEHCTBUS
He 0Ka3bIBaoT. VIX mprMeHeHue BO3MOKHO P HATUINHI
BBIPaKCHHOTO MMOKJIOHUYECKOTO KOMIIOHEHTa TIPUCTY-
moB. [lpu snmiencuy ¢ MUOKJIOHWEH BeK W abcaHCaMu
TIPUMEHSIETCS] KOMOWHAIIUST BaJbIIPOATOB C JIAMOTPUII-
KUHOM, 3TOCYKCHUMMIOM, OCH30IMAa3eIMHAMU, JICBETH-
paLeTaMoM.

B oTHOIEHUN MUOKJIOHUYECKUX TPUCTYIIOB OYEHB
3 heKTUBHBI BAIBITPOATHI, 0CH30IMA3ETTMHBI, JIEBETHUPA-
eram. B ciyuyae noGpokauecTBEeHHON MUOKJIOHWYECKOM
SIWJICTICUM MJTAICHYECTBA W SIMJICTICUU C MHOKJIOHU-
YeCKM-aCTaTUICCKUMU TTPUCTYIIAMU OOBIYHO ITPUXOIUT-
cs TIpuberatb K KOMOWHAILIMK ABYX WM PeXe TpeX yKa-
3aHHBIX CPEICTB C MCITOJIb30BAHMEM CPETHUX U BEICOKUX
1103. OUueHb XOpOIlIO MOAAAIOTCS JIEYEHUIO B OOJIbIINHC-
TBE CJyyaeB OOJIbHbIE IOHOLIECKON MUOKIOHUYECKOM
snwiencueit. Hepeako 1octarouHo ObIBA€T CPeIHUX 103
Bajbripoara. [IpaBaa He Bcernma yaaercst 10OMThCS MOJ-
HOTO KYNMPOBaHMS MUOKJIOHUM. Ecim BeIpaXkeHHOCTH
MMOKJIOHYCA CYILIECTBEHHO HE BJIMSIET HA OBITOBYIO U CO-
LIMAJTLHYIO amarTaluio MalieHTa, TO CIUTaeTCs Hellesne-
CO00pPa3HBIM TPUMEHSITh BEICOKHE O3B JICKAPCTB.

[lpy HamTMUIMKM TeHEepPaTM30BaAaHHBIX TOHUKO-KJIOHU-
YECKHUX CYIOPOT TPUMEHSIIOTCS] BaJBITPOATHI, OCSH30IM-
a3eMWHBI, JIAMOTPUIKWH, JICBCTUpAIlETaM, TOIMpaMar.
Panee mpu n301MpOBaHHBIX TeHEPATM30BAHHBIX TOHUKO-
KJIOHUMYECKUX CYIOpOTax PeKOMEHIOBAJICS KaK Iperapat
BbIOOpa KapbamaszenuH. Ho oH abcoitoTHO MpOTUBOIO-
KazaH IPU HAIMIUY MUOKJIOHUI M aOCaHCOB, BHI3BIBAsI
WX arrpaBanuio. Takke OH IPOTUBOITOKA3aH B JIIOOBIX
cinydasix (OTOCEHCUTHBHOCTH, TaK KaK YCUJIMBACT 3TO
SIBIICHWE W 9aCTOTY ITPUCTYIIOB. [T0CKOIBKY ITpU MAMOTIA-
TUYECKUX TEHEPATN30BaHHBIX SMUJICTICHSIX B KaTaMHe3e
BO3MOXHA 3aMeHa TUIIOB MPUCTYIIOB MJIU TIPUCOCINHE-

HHE HOBBIX KaK €CTECTBEHHOE TeueHHe 00JIe3HU WIIK KaK
SBOJIIOLIUS OT OAHUX (POPM K APYTUM, a TAKXKe YUUTHIBAST
BBICOKUI MMPOLIEHT (POTOCEHCUTUBHOCTH (He MeHee 10%),
TO ceiiyac MPUHSITO paccMaTpPUBaTh UIMOTIATUYECKUE Te-
HEepaJIM30BaHHBIC SMWJICTICUM KaK MPOTUBOITOKA3aHUE K
MpPUMEHEHMIO 3TOM Tpynibl cpencts. [lomrumo kapbama-
3eMMHA MPOTUBOITOKA3aHO MPUMEHEHUE OKcKapOa3eru-
Ha, rabareHTHHa, TMarabuHa, BuradbarpuHa, eHUToOnHa.
JmiTeIbHOCTh Teparuy OIpeaeIsieTCsl TTPOTHO30M U
TUTIOM TEYEHUST Kaxaoi (OpMbl B OTAEIbHOCTU. YHU-
BepCaJbHOM CXeMbl TAKTUKA OTMEHBI HE CYIIEeCTBYET.
B npotiecce BeneHUst 60JbHBIX Ha0 YYUTHIBATh HEOOXO-
IUMOCTb KOHTPOJIS 3a 3(POEKTUBHOCTBIO JICUCHUS, ISt
4ero, Kak MUHUMYM, TpeOyeTcs MpoBeIeHNe PYTUHHOM
B3I 1—2 paza B roa. Ha sranax npearnosnaraeMoro Ha-
CTYTUICHUSI PEMUCCHUU U TI0 TIPOIIECTBUM OTpPEeAeTIeHHBIX
MEepUOIOB OTCYTCTBUS TpUCTYNoB (1—3 roma) xenaTeib-
HO TIpoBefieHUE BUeo-OD MOHUTOPUHTA B TEUCHUE HE
meHee 4—10 4. B ocobeHHOCTH 3TO KacaeTcsl OHOIIECKUX
(GopM MAMONMATUUECKUX TeHEPATU30BAaHHBIX STMUJICTICUIA
(ToHo11IeCKasi MUOKJIOHWYECKasl SMUIICTICHSI, IOHOIIIeCKast
abcaHCHas SMUJICTICUSI, SMWIETICHUS C U30JIMPOBAaHHBIMU
reHepaan30BaHHBIMU TOHMKO-KJIOHUYECKUMU CYI0PO-
ramu). BbIsIBIeHMe CIy4alHBIX KIMHUYECKU CTEePTBIX
MPUCTYTIOB WU CYOKIMHUYECKUX DD -UKTANTbHBIX MaT-
TEpHOB TpeOyeT ycusieHus Tepanuu. st KOHTpOJIsT Ka-
YyecTBa JIUEHUs JIETCKOM aOCaHCHOM 3MUJICTICUU TIEPBO-
CTENEHHOE 3HAaYeHUE MMEET KauyeCTBEHHOEe MPOBEICHUE
TUTIEPBEHTUJISILIMU TIpU pyTUHHON DI, 4TO mo3BosisieT
BBISIBUTH a0CAHCHI B CJIyuyae HETIOJIHON PEMUCCUU.
OTMeHy TepanuM TakXke CJeAyeT ITPOBOAUTH MO
KoHTpojeM Buaeo-O3I moHutopunHra. CHUXeHUE 103
BO3MOHO HE TPOCTO IPU MOJHOM OTCYTCTBUM KJIMHM-
YeCKUX MPUCTYIIOB, HO W TIPU YCJIOBUU TIOJHOM 3JIEKT-
posHuedanorpapuueckoii peMUCcCUUM — aOCOJIFOTHOM
Hopmanuzauuu DD 1 OTCYTCTBUU MATOJOTUUYECKMX MH-
TEPUKTAJILHBIX TTATTEPHOB HA BCEM MPOTSIKEHUM 3aTTHCH.
B ciyyae namonatuueckux reHepain30BaHHBIX MU~
JISTICUIA, TIpeKpallalolIuxcsl 10 AOCTUXKEHMSI IOHOIIe-
CKOro Bo3pacTa (I100poKayecTBeHHas: MUOKJIOHUYECKasI
SMUJIETICUSI MJIa[IECHUYECTBA, BMUJICTICUSI ¢ MUOKJIOHUYE-
CKM-aCTaTUYECKUMMM TIPUCTYIIaMu, JaeTcKas abcaHCHasi
SMUJIETICUSI ), JOMYCTUMa OTMEHA Teparuu Mo UCTeYESHU U
2—4 gper noaHoii pemuccuu. Ilpu 1oHOLIECKON MUO-
KJIOHMYECKOM 3MuIercuu HabJio1aeTcsl 04eHb BHICOKUIA
MPOLICHT PELMIMBOB, a Yy HEKOTOPBIX IMAllMEHTOB 3a00-
JIeBAaHME MOXET IpOoTeKaTh BCIO XMU3Hb. [ToaToMy mpo-
BOJUTh OTMEHY ITIperapaTroB MalMeHTaM C FOHOLIECKOM
MUOKJIOHWYECKOW Bnujierncuein m ¢ apyrumu dopma-
MM, KOTOPHIM CBOMCTBEHHO MOXW3HEHHOE MPOTEKAHHE
(anuencusi ¢ MMOKJIOHMYECKUMU abcaHCcaMU, abCaHChl
C TlepropaJbHbIM MUOKJIOHYCOM, U30JIMPOBaHHbBIC TeHE-
panr30BaHHbBIE TOHUKO-KJIOHUYECKHE CYyI0POTrH), Keja-
TeJbHO B 00Jiee MO3AHUE CPOKU: uepe3 4—>5 JieT OT moc-
JIEHEro MpUCTYyIa. B Takux cirydasix HEpeIKO cTaparTcst
BO3EPKAThCSl OT CHUKEHMSI 103 10 TOCTUKeHUsT 18 JieT.
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Mertoapl MccieJ0BAHUS IPH MOYEKAMEHHOI 00.1€3HH M He(DPOKAIBIMHO3E Y AeTeil

Diagnostic examination of the child with urolithiasis or nephrocalcinosis
B. Hoppe, M.J. Kemper

Pediat Nephrol 2008 Dec 23 [Epub ahead of print]

MouekameHHast 00J1e3Hb U He(POKAIbLMHO3 BCTPEYAIOTCS Y AETel ropa3ao yallle, YeM MPUHATO cuuTath. OgHako audde-
peHLMaIbHAasl TMarHOCTUKA 3TUX 3a00JIeBaHUI HEPEIKO BBI3bIBAET 3aTPYAHEHUE, U TaKue OOJbHBIE HE BCEraa THIATEIbHO
obcnemyroTcs. B yactHoCTH, 00CIeIOBaHUIO UTS NCKITIOUEHUSI MOYeKaMEeHHOM 00JIe3HM TOKHBI TTOIBEPraThCsl BCe MallieH-
Thl C KMIIIEYHOW KOJMKOW U TeMaTypuei.

ITepBbIMU MpU3HAKAMU MOSIBJICHUS] KAMHEM B IMOYKaxX MOTYT OBITh 00JIM B XXMBOTe. BaxkHOe 3HaUeHUE B IUArHOCTUKE TTPU-
JTaeTCsI CEMEMHOMY aHaMHe3y M (hU3MKaJIbHBIM MeTomaM. [Ipu 3ToM ompenensieTcst JJOKaau3aus KaablIn(pUKaTOB, BbISIB-
JISIIOTCSI aHOMAJIMKM Pa3BUTUsI MOYEBOIM CUCTEMbI M HAJIMYME OCTPOM OOCTPYKIIMU, BHI3BAHHOM MOYEKAMEHHOM 0O0JIE3HBIO.
Hanuune kamMHsI 3a4acTyio JIETKO MOATBEPAUTD MPU MOMOIIM OOBIYHOTO YJIBTPa3ByKOBOTO MCCJIEIOBAHMSI, OJHAKO MHOTAA
MPUXOIUTCS MPUOEraTh K JTOMOJHUTEIBHBIM PEHTTCHOJOTMUYECKUM METOIaM, HallpuMep PeHTreHorpaduy OPIOITHOM IT0-
JIOCTU WJIM 00JIee YyBCTBUTEIbHOM KOMITBIOTEPHOI TOMOTpaduu.

TTpuunHoOI yKa3aHHBIX 3a00J€BaHU Y AETEI YacTO SABJISIIOTCS MeTa0OIMUECKe HapyIIeHsI, TI03TOMY Ipoliecc o0cea0Ba-
HUS peOeHKa JODKEeH OBITh OUeHb CKPYMYJIE3HBIM, YTOOBI MOXKHO OBUIO BBISIBUTBH XapaKTep METa00IMISCKIX PACCTPOMCTB,
MPUBOISIIMX K PELIMAMBUPYIOIIE MOUYEKAMEHHOM 00JIE3HU UM 1axKe K MOYEUYHOM HETOCTATOYHOCTH (HarpruMep, MepBUY-
Hasl TUTIepoKcanypus u ap.). Heo0XxoauMo MOMHUTh, YTO HaJlMurMe KaMHsI caMo I0 ce0e He SIBJIsIeTcsl 3a00ieBaHUEM, HO
CIIY>XKUT BaXKHBIM TTPU3HAKOM 00J1e3HU. TakuM 00pa3oM, HEOOXOAUMO OTMETHUTh, YTO TIIATEIbHOE 00CIeI0BaHNE SBISICTCS
00s13aTeIbHBIM Y JAeTel ¢ KAMHSIMU B TTOYKaX U He(POKATbLIMHO30M.

Pedepenr A. 4. Acmanos
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