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Cunppom Jlanpay-Knethdrepa (npuobpemennan anunenmuyeckas athasus)
¢ (hoRycOom Ha anekmpo3Hueanorpathuuecrue Kpumepuu

K.10. Myxun
000 «Hucmumym demckoil Hespoaoeuu u snunencuu um. Cesmumens Jlyxu»;
Poccus, 143396, Mockea, noc. l[lepeomaiickoe, dep. [lyukoso, ya. Ceemaas, 6

Konmarxmeor: Koncmanmun FOpvesuu Myxun center@epileptologist.ru

Cunopom Jlanday— Knegpgpnepa (CJIIK) — 3ab0reéanue u3 epynnvl 603pacm3agucuMbix SNUACNMUYECKUX SHUeGaronamuil ¢ (peHoMeHoM
NPOOOANCEHHOU NUK-B0AHOB0U AKMUBHOCIU 8 (ha3y MeONeHHO20 CHA, NPOSASIouleecst NPUOOPEMeHHOL CeHCOMOMOPHOU agasuell, Hapyuie-
HUEM BbICULUX NCUXUYECKUX QYHKUUL 6 COUeMAaHUU ¢ PA3MUYHbIMU SNUACNMUHECKUMU NPUCMYRAMU U OUGDY3HbIMU SNUIENMUPOPMHBIMU
UBMEHeHUAMU Ha 3neKkmposnyedanroepamme (D) npu omcymemeuu cmpyKmypHsiX usmeHeHuill 6 Mosee. Bnepevle KAuHuuecky KapmuHy
3aboaesanus onucanu demckuii Heepoaoe W. M. Landau u noeoned F.R. Kleffner 6 1957 e. y 6 6oavHbix. Agmopsi cés13a1u 603HUKHOBEHUE
aghaszuu He ¢ INUACHMUMECKUMU NPUCMYNAMU, A C InusenmudopmHoi akmuerocmoro Ha DI, m. e., no cymu, cpopmyauposanu cogpemen-
HYH KOHUenyur snuienmu4eckux sHyegaronamuil. B nacmosuee epems dokasano nogpedcoaroujee 8o3oeiicmeaue npoooadiceHHoll oug-
@y3HOI SnUIenMUPOPMHOL AKMUBHOCMU HA PA3BUBAROUUICS MO32 POCHKA, Peanu3yroueecst 8 HapyueHuu pedi U Opyeux ebiCUUX ncuxu-
yeckux @ynxyuil. Bospacm 6oavnoix npu manugpecmayuu CJIK (3—5 rem) seasemcs kpumuueckum nepuooom 6 CMAaHOB8ACHUU peHesoll
@yuxyuu. Coenacro konyenyuu H.P. Doose (2003) 6 ocnoge paszsumus CJIK aexcum «8podcdennoe HapyuieHue npoyeccog co3peeanus
Mo32a».

Asmop paccmampugaem npedcmasaerus o npoucxoxcoenuu CJIK, exaouas 603modicHble eeHemu1eckue 0CHO8bL 3a001e6aHUS, INUOeMU-
o/n02udecKue acneKmol, KAUHUK0-2I-nposgaenus ¢ noOpo6HbIM Onucanuem UKManibHolX U UHMepUKmanbhuix usmenenuti Ha 231, noo-
X00bl K AeqeHuro, gxaiouas cobcmeentvie danHsle. Jlns 3a001e6aHUS XAPAKMEPHA INeKMPO-KAUHUYECKAs mpuada: Snuienmuieckue
npucmynst (Mo2ym omcymcmeo8ams uau Obims eOUHUUHBIMU 8 AHAMHE3e), HapyuleHUe 8bICIUX NCUXUecKux QyHKyuil (¢ npeobaadanu-
emM agamuecKux paccmpoiicma), Inusenmu@opmuas akmugHocms Ha D31 (couemanue pecuoHANbHBIX U OUGOY3HbIX NAMMEPHOE ¢ HA-
pacmatruem 6o cHe).

Karouesvle caoea: snunencus, 3nuienmuseckas sHyeaionamus, (peHoMeH npoo0oaNCeHHOU NUK-80AHO80U AKMUBHOCHU HA SNeKMPOIHYe-
panoepamme 6 azy meonennoeo cHa, cunopom Jlanoay— Kneppgprepa, smuonoeus, KauHuka, OuUazHOCMUKA, Ae4eHue

DOI: 10.17650/2073-8803-2016-11-3-8-21

LANDAU-KLEFFNER SYNDROME (ACQUIRED EPILEPTIC APHASIA)
WITH A FOCUS ON ELECTROENCEPHALOGRAPHIC CRITERIA

K. Yu. Mukhin
Svt. Luka's Institute of Child Neurology and Epilepsy; 6 Svetlaya St., Puchkovo Village,
Pervomayskoe Settlement, Moscow, 143396, Russia

Landau— Kleffner syndrome (LKS) is a disease from the group of age-dependent epileptic encephalopathies with the phenomenon of prolonged
spike—wave activity in slow-wave sleep, which is manifested by acquired sensorimotor aphasia, impaired higher mental functions concurrent
with various epileptic seizures and diffuse electroencephalographic (EEG) epileptiform changes in the absence of cerebral structural changes.
In 1957, W.M. Landau, a pediatric neurologist, and F.R. Kleffner, a logopedist, first described the clinical presentation of the disease
in 6 patients. The author associated the occurrence of aphasia with epileptiform EEG activity rather than with epileptic seizures, i. e. they per
se formulated the modern concept of epileptic encephalopathy. There has been currently evidence that prolonged diffuse epileptiform activity
has a damaging effect on a child’s developing brain, which is seen in impairments of speech and other higher mental functions. The age of pa-
tients with manifestations of LKS (3—5 years) is a critical period for the development of speech function. According to the concept of H. Doose
(2003), congenital brain maturation disorder underlies LKS.

The paper considers ideas on the origin of the LKS, including the possible genetic bases of diseases, epidemiological aspects, clinical and
EEG manifestations with a detailed description ictal and interictal EEG changes, and treatment approaches, including the author’s data.
The disease is characterized by an electroclinical triad: seizures (may be absent or may be single in a history), impaired higher mental
functions (with a predominance of aphasic disorders), epileptiform EEG activity (a combination of regional and diffuse patterns with an
increase during sleep).

Key words: epilepsy, epileptic encephalopathy, phenomenon of prolonged spike—wave electroencephalographic activity in slow-wave sleep
syndrome, Landau—Kleffner syndrome, etiology, clinical presentation, diagnosis, treatment
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BseneHue

CunapomM Jlannay—Kinedpdpuepa (CJIK) — 3aboie-
BaHMe W3 TPYMITBI BO3PAaCT3aBUCUMBIX SIMUJICIITUICCKIX
sH1edantonaruii ¢ peHoMeHOM MPOJOKEHHOM dMUJIeT -
TH(OPMHOI TTMK-BOJIHOBOM aKTUBHOCTH B (ha3y MeIJIeH-
Horo cHa (IT9MC), npossasiolieecss MPUOOPETEHHON
CEHCOMOTOpPHO# acda3ueil, HapyllIeHUeM BBICIITNX TICH-
XUYECKUX (DYHKLMA B COUCTAHUU C PA3IUMIHBIMUA DITH-
JIENTUIECKUMH IPUCTYITAMU 1 T GY3HBIMU STTAJICITTH -
(bopMHBIMU U3MEHEHUSIMU Ha 2JIEKTPOIHIIehaorpaMMe
(D3T') mpu OTCYTCTBUU CTPYKTYPHBIX U3MEHEHUI B MO3Te€.
CUHOHUM: CUHAPOM IIPHOOPETEeHHON SMIICTITUYECKOM
aazuu. CJIK BximoueH B MexkryHapoIHyo KilacCuhuKa-
LIVIO STTAJICTICHI, STTICIITUYECKIX CHHIPOMOB U CXOXKIX
3a0oseBanuii (1989) B pasaen 3: «DopMbl SMUIEICUN,
He MMEIOIINe YeTKOM KiTacCu(PUKaIINM KaK IapiiaIbHbIe
WJIN TeHepalIn30BaHHEIC». B IpoekTe HOBOM Kitaccudu-
Kanuu snuienTnaeckux cuaapomoB CJIIK pacmonoxen
B TpYIINe SNUJIENTUYEeCKNX dHIIedaronaTuii [17].

BniepBble K1MHUYECKash KapTUHa 3a00eBaHus ObI-
Ja ommcaHa aMepukanmamMu W.M. Landau (merckmii
Hesposior) u E.R. Kleffner (Jioromen) B 1957 . y 6 60J1b-
HBIX IOl HA3BaHUEM «CHUHIPOM IIPUOOPETeHHOM adaznu
u cymopor» [26]. O6cyxknas MpuunHy pa3sBuThs adasnn,
W.M. Landau u ER. Kleffner mucanu: «/Ipodoaicernvie
cydopodicHble pazpsadsl 8 MO32080i MKAHU NPUBOOIM K (PYHK-
YUOHANBHOMY OAOKUPOBAHUIO KOPKOBLIX UeHmMPO8 peuu». Ta-
KM 00pa3oM, yxxe B 1957 I. oHU CBsI3aIii BOSBHUKHOBEHUE
ada3um He ¢ AMUICITUISCKIMMU IIPUCTYIIaMU, a C SITWJICTI-
TU(POPMHOI aKTUBHOCTBIO HAa DT, T.e., mo cytH, chop-
MYJIMPOBAJIA COBPEMEHHYIO KOHLICTILIVIO STIMICTITUYECKUX
sHiledanonaruii. B HacTosIIiee BpeMs 10Ka3aHO MOBPEXK-
Jarolee Bo3aeiicTBrE TIPOAOKeHHON Tuddy3HOI smn-
JenTU(GOPMHOM aKTUBHOCTU Ha pa3BUBAIOIIMIACS MO3T
pebeHKa, peanu3ylollieecs B HapyLIeHUU Peun U IPYrux
BBICIIUX TICUXUUeCKUX (pyHKLMi [4, 10, 24, 45]. Bo3pact
6oabHbIX py MaHudectauu CJIK (3—5 ner) saBaseTcsa
KPUTUYECKUM MEPUOIOM B CTAHOBJICHUU peueBOi (PyHK-
muu [1, 11, 32]. CornacHo koHuenuuu H.P. Doose (2003)
B ocHoBe pa3Butusi CJIK nexur «BpoxkaeHHOe HapyleHUe
MPOLIECCOB CO3peBaHMsI MOo3ra» [16].

B nocneaHue roasl yoeauTeabHO MPOAEeMOHCTUPOBA-
Ha postb MyTaiu reHa GRIN2A (i1okyc 16p13), 3arparuBa-
JOIIIel TITyTaMaTHbIE PeLleNTOPbI, B BOSHUKHOBEHUH SITH -
JIETICUM, peUYEeBBIX 1 KOTHUTUBHBIX HapYIICHWH, a TaKXKe
(hbeHOMEHA TTOCTOSTHHOI TIPOIOJKEHHOM SMMIIETITU(HOPM-
HoW akTUBHOCTH Ha DI B (pa3dy meaneHHOro cHa [18,
27]. IlokazaHO reHETUYECKOE POJACTBO POJIAHINYECKOM
SIUJICTICUY C aTUITMYHBIM TeUCHUEM W STTMJICTITHYECKIX
sHuedanonatuit ¢ narrepHom INOMC, Bkitouass CJIK
[35]. B oTnenbHbIX MyOIMKaLUSIX 00CYKAAETCS POJIb MY-
Tauuu reHa SRPX2 B BOBHUKHOBEHUU TSKEJIbIX peueBbIX
U KOTHUTUBHBIX HApYIIEHUI Y OOJIbHBIX amuiierncueii [38].

B penkux cirydasix BO3MOXHO TIOSIBIECHUE «CUMIITO-
MaTtuyeckoro» BapuaHta CJIK y 60JIbHBIX C pa3BUTUEM
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anuiencuu Ha GoHe CTPYKTYPHOTO MOPaKeHUS FOJ0B-
Horo mMo3ra. Takue ciayyau onmucaHbl MPU OJUTOAEHAPO-
[JIMOME W IPYTMX OITyXOJISIX, a TAKKe KUCTaX, IIUCTULIEeP-
KO3€, 3aTparuBaoluX JOMUHAHTHYIO 10 PeYU BUCOUHYIO
J0JI10, OunatepaibHON mojJuMmukporupuu [13, 19, 31,
37]. OnHako OTHECEHME TAHHBIX CIYYaeB K «<ACTUHHOMY»
«uauonatuyeckoMy» BapuaHty CJIK Becbma nuckyccu-
OHHO.

CumMnmomamuka

Yacrora CJIK B monyasuuu 00JbHBIX 3MUJIeTIcueit
He YTOUYHEHa; 4allle cTpafgailoT MaipunkKu. CorjlacHO Ha-
wuM gaHHbIM, yactota CJIK cocrasnsier 1,46 % cpenu
Bcex (hopm anusenicuu y nereii go 14 et [4].

CJIK maHmndecTupyet B Bo3pacTe OT 2 10 8 JIeT, Ipu-
YeM MaKCHUMYM CJIydaeB Ie0I0Ta IIPOMCXOIUT B MHTEPBa-
ne 5—7 net [45]. B knaccuueckoMm BapuanTe CJIK mo Mo-
MEHTa AeboTa 3a00JeBaHUSI MOTOPHOE, TICUXUUYECKOe
¥ peueBOC pa3BUTHE MAIIMEHTOB COOTBETCTBYET BO3PACTY.
ITpyHUMOMATBHO BaXHO, YTO JaXKe MPU PaHHEM Je01oTe
CJIK (Hampumep, B Bo3pacTe 2—3 jieT) peueBas pyHK-
1I1sI U3HAYAIBHO COOTBETCTBYET BO3PACTHBIM HABBIKAM.
[ns 3a0ojieBaHUSI XapaKTepHa 3JIEKTPO-KJIMHUYECKast
TpHana: SMUJICTITUIECKUE TIPUCTYIBI (MOTYT OTCYTCTBO-
BaTh WJIN OBITh €IMHUIHBIMU B aHAMHe3¢), HapyIleHue
BBICIIMX IICUXUYECKUX (QYHKIUH (C TTpeodaamanueM ada-
TUYECKUX PACCTPOMCTB), SNMIIeNTU(OPMHAS aKTUBHOCTD
Ha O3I (coueraHue perMOHAIbHBIX U TU(MGY3HBIX MMaT-
TEpHOB C HapacTaHueM BO cHe) [24, 26, 32, 46]. B nojo-
BuHe Bcex cinydyaeB CJIK neGloTupyeT ¢ anmuaenTu4ecKux
MPUCTYIIOB, ¥ OCTAJIbHBIX MAlIMEHTOB — C KOTHUTUBHBIX
M pedeBbIX HapylieHuit [45]. OgHako B HallleM UCCIIen0-
BaHMU y TeX OOIbHBIX, Y KOTOPBIX MpUOOpeTeHHAas ada3us
coyeranach C SMWISIITUISCCKUMU MapOKCU3MaMu, TIPUCTY-
MBI BCeraa MpealiecTBOBaIN pa3BUTuIo adasuu [4].

DNuIenTUYEeCKre MPUCTYITbl — BaXKHbII, HO HE 00-
JIMTaTHBI cuMnToMokoMItieke pu CJIK. ¥V 25 % ma-
MeHToB, o naHHbIM R. Guerrini u C. Marini (2013),
MPUCTYIBI OTCYTCTBYIOT JIMOO POAMTENN UX HE 3aMedaroT
[21]. DnunenTryeckue NPUCTYIIbI AEOIOTUPYIOT B BO3pac-
Te OT 2,5 10 6 steT (B cpenHeM B 4 rona) [6]. Cemuomorust
npuctynos nipu CJIK noBojibHO pa3HoOOpa3Ha, BKIOYast
dokanbHBIE U MCEBIOTEHEPATM30BAaHHBIE TAPOKCU3MBbI
[32]. dns 6oabHbeIX CJIK XapakKTepHbI CIEAYIONINE TUITbI
TIPUCTYIIOB:

* aTUNWYHBIC a0CAHCHI;

* SIUJICTITUYECKUIT MUOKJIOHYC BEK;

* (hokasibHbIe MOTOpPHBIE, BKITIOUYast (hapuHTOOpaTh-
HbIe, rTeMH(aaaIbHble I TeMUKOHBYJILCUBHEIC;

* BTOPUYHO-TEHEPAIN30BaHHbBIE CYTOPOKHBIE;

* ATOHWYECKME U aTOHMYECKU-aCTaTUIeCKUeE.

ATunmaHble a0CaHCH — KaK MPaBUJIO, JOMUHUPYIO-
LM TUTI TIPUCTYIIOB (HEPEIKO B COUCTAHUY C MUOKIIOHY-
com Bek). g CJIK xapakTepHO TosIBIeHUe aTUITUYHBIX
abCaHCOB ¢ MUKJIOJECNTUUYECKUM TCUCHUEM: CepHUITHEIC
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TPUCTYITBI B TeYeHNE HECKOJIBKUX HEeleb NI MECSIIEB,
3aTeM MX MCYe3HOBEHWE Ha HECKOJbKOo Henmeslb. do-
KaJIbHbIe MOTOPHbBIE TIPUCTYITBI, BO3HUKAIOIIME TIPU 3a-
ChIMIAHWUU WY TIPU NPOOYXAEHUHU (4allle), UIeHTUIHbI
TAKOBBIM TPU POJIAHINYECKON SMUJIETICUU U CUHIPOME
nceBno-JIeHHokca. [1posBisioTcs (hapuHTOOpabHBIMU,
reMudalnmanbHbIMU, palmodpaxruaaibHBIMU MAPOKCU3-
MaMH, a TakKKe TeMHKOHBYJIbCUBHBIMU MTPUCTYIIAMH.
B MOMEHT mpucTymna XxapakTepHO BOZHUKHOBEHUE «I110-
KaoIIX» WU «OyJIbKAIOIINX» 3BYKOB, MOSIBICHUE TH-
repcajuBallii U aHAPTPUM TIPU COXPAHHOM CO3HAHUU.
Bo3MoxXHO TIpricoeMIMHEHNE PeIKUX BTOPUYHO-TEHEpa-
JIN30BaHHBIX TIPUCTYIIOB, TAKKE B TIEPUO IIPOOYKICHUS.
B ocHOBe BO3HMKHOBEHUSI aTOHWMYECKNX M aTOHUIECKU -
aCTaTUYECKUX TIPUCTYIOB JEXKUT (DEHOMEH HETaTUBHOTO
MHOKJI0oHyca. OHU MPOSBIISIOTCS BHE3aITHOM KOPOTKOM
ITOTEPEeil MBIIIICYHOTO TOHYCA, YTO MHOTIA COITPOBOXKIACT-
CsI MTHOBeHHBIM mafeHreM. [1pHuCcTyITbl BO3HUKAIOT OOBIT-
HO CepHifHO, yJaIlasch B yTpeHHEe BpeMs.

IMpu CJIK snunenTtruyeckue MPUCTYIbI HUKOTIA
HE CTOAT Ha 1-M MecTe TT0 TSLKECTH KIIMHUIECKIX CUMIITO-
MOB 3a6oJieBanus [47]. [TpucTyIibl, Kak IpaBUJIo, peaKue,
eIMHUYHBIC (32 UCKIIOUeHNEM aOCAaHCOB), M UX aKTUB-
HBII TIepro He TIPeBBIIIAaeT HECKOJBKUX MECSIIEB, pexke
1-2 net. bBosee Toro, y Bcex MauMeHTOB MPUCTYIIBI KYITH -
PYIOTCSI CAMOCTOSITEILHO VUIM IIPU TPy aHTUSITAJISTI-
TUYEeCKUMU Tiperapatamu (ADI1), 9To0 OOBIYHO TPOUCXO-
IIUT yXe B mpenybdepTaTHOM Tiepuoae. Onpeaensonmm
KpUTEpUEM TSKECTH 3a00JIeBaHMS U CTeTICHU WHBaIUI -
3alLIMU SIBJISIETCS BBIPA’KEHHOCTh aa3uy, KOTHUTUBHBIX
PacCTPOMCTB U HAPYILIEHUI TTOBEICHUSI.

KitoueBoit cumntoMmokomrieke CJIK — BepbanbHas
CJTyXOBasl arHO3MSI C TTOCICIYIOIIUM TTyOOKHUM PErpeccom
peueBoit GyHKkunu. Adasusi — NepBblii CUMIITOM 3a00J1e-
BaHus1y 50 % GosbHbIX [45]. [le6roT adasuu B rpyrine 00-
CJieIOBaHHBIX HAMU TMallMeHTOB KOHCTaTUPOBAJICS B BO3-
pacTHOM uHTepBae ot 4 a0 7 et (B cpenHeM 5,4 rona) [4].
B ocHoBe cuHApOMa MPUOOPETEHHOM SMMJICNTUYECKOMN
acdazuu JIeXKUT HapyIIeHUe CIyXOpeuyeBOro BOCIIPUSITUS,
T. €. BOBHUKHOBEHME aKyCTUKO-BepOaIbHOUW arHO3UM,
MpU KOTOPOI OJIOKMpYeTCs Jto0ast JIMHTBUCTUYECKAST
nHbOpMalMs, TOCTynaoIias ¢ nepudepuu, Co CTOPOHbI
opraHa ciayxa [8]. IlepBuuHO Bcernma cTpagaeT MOHUMa-
HME peuH, a 3aTeM cama peub. B TsSKeNbIX cirydasix IeTu
CO3/1aI0T BIIEYATICHHWE MOJHOCTBIO TIYyXUX (TepecTalT
JTaxke pearupoBaTh Ha Pe3KUl MHTEHCUBHBINA 3BYK Y HUX
3a CIUHOI), a MPU pa3BUTHU 3a00JIEBAaHUS — U HEMBIX
[30]. PeueBble HapyllIeHUST Yallle pa3BUBaIOTCS TTOCTENEeH-
HO, B T€UeHNE HECKOJbKUX HENIETh U MECSIIeB, peXe —
KaTacTpodruecku ObICTPO, 3a HECKOIBKO aHell. HaBbiku
YTeHHEe U NMMCbMa OOBIYHO TakxKe cTpaaalot [7]. PeueBblie
HapyweHus ipu CJIK uMeroT Hepenko (IoKTyupyloliee
TEUEHUE; IIPY STOM TIEPUOJIbI KPATKOBPEMEHHOTO YJTydllie-
HUS 1 1akKe BOCCTAHOBJICHUST Y€PEIYIOTCS C HapacTaHUEeM
adaTryeckux npospiaeHui [15].
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KorHutuBHbIE U MOBeJEeHUYECKHUE PaCCTPOMNCT-
Ba HabJwogaroTcs y Bcex 0onbHbIX CJIK, HO cTeneHb
WX BBIPAXXEHHOCTU MOXKET OBITh Pa3JIMYHON: OT MUHM-
MaJbHBIX HapylIeHUH N0 Pa3BUTUS TCUXOTUYECKUX
PaCcCTPONMCTB U «IJI00AJTBHOTO perpecca» KOrHUTUBHBIX
(GYHKIMI ¢ HEBO3MOXHOCTBIO 00ydyeHuss. OTMevaeTcs
HapacTaHue BO30yIMMOCTH, TUTIEPAKTUBHOCTH, HEpe-
JIKO C aTrpeCCUBHBIM TTOBENEHUEM, pEeaKIIUsIMU TIPOTECTA
W HETaTUBM3Ma; BO3MOXKHO TOSIBJIEHUE XKECTOBBIX CTE-
peorunuii. [1pearmonaraeTcsi, 4To TaHHbIE HAPYIIEHUS
SBJISIOTCS peakldell Ha paccTpoicTBO obOieHus [45].
Cpenu 6oapHbIx CJIK onucaHo pa3BUTHE TICUXOMATO-,
K130(hpeHO- U ayTUCTUKOMOAOOHOTO MOBEACHUS, BO3-
HUKHOBECHME TIPUCTYIIOB HEMOTUBUPOBAHHOI arpeccuu,
TpeBoru u ctpaxoB [37]. Bo Bpems akTUBHOTO Tlepuoja
3a00JIeBaHUS y BCEX IMAIlIEHTOB HAOTIOMAIOTCST Pa3Imd-
HOI1 CTeTICH! BBIPAXKCHHOCTH KOTHUTUBHBIC HAPYIICHMUS:
yXyaiieHne naMsITi (0COOeHHO 3aITOMUHAHMSI HOBOTO),
BHUMAaHUS, CKOPOCTH PEaKIIMU; pacCTPONCTBO UTCHMS,
MMCchMa, TIPOCTPAHCTBEHHOM OPUEHTAIIM, TIPOSIBICHUS
JIUCIIPAKCUU; TSDKENIble HapylIeHUsI KOMMYHUKAaLuu |36,
48]. Takum 00pa3oM, MMEHHO peueBble, MOBEACHYECKIE
¥ KOTHUTUBHBIC HAPYIIICHUS, a HE IMICITUICCKHE TTPH-
CTYITBI OTIPEACIISIOT TSKECTh 3a00JIeBaHUSI U CTETIIEHb CO-
LIMATBHON NIe3amarTaluy MalueHTOB.

PyTuHHOE HEBpOJOTMUECKOE UCCIeI0BAHME MTAIlCH-
TOB, KaK MPaBUJIO, HE OOHAPYKMBAET KaKUX-IM00 09aro-
BBIX CUMIITOMOB.

MarnuTtHo-pe3oHaHcHas Tomorpadusa (MPT) npu
CJIK, kaxk mpaBUJIO, HE BBISIBISIET KaKOW-TM0O0 maTo-
JIOTUM, OJHAKO IMO3BOJISIET UCKIIOUUTH CUMIITOMATHYE -
cKuii XxapakTep 3a0oseBaHus. MHTepecHO uccaeaoBaHue
M. Takeoka u coaBt. (2005), KOTOpble COOOIIMIN O pe-
OYKIMU 00beMa BEPXHUX BUCOUYHBIX U3BUJIMH C 00EeUX
CTOpOH y 4 60abHbIX TUNTMYHBIM CJIK mipu BonoMeTpu-
yeckoM aHanusze MPT-uzob6paxenuit [44]. Penykuus
o0beMa B 00JIACTH CIIYXOBOI KOPBI cocTaBisiia 25—57 %
OT HOpPMaTUBHBIX MToKa3zaTeseit. O0cyxkaaeTcsl TUIoTe3a
0 TOM, YTO ITOCTOSTHHAS ITPOIOJIKEHHAs STTUJISNTUDOPM-
Hasl aKTUBHOCTb MOXKET BbI3bIBaTh Pa3BUTUE KOPTUKAIb-
Hoit atpodun. N. Fejerman u coanT. (2007) He UCKITIO-
YaloT, YTO UMEHHO JIOKaJbHasl KOPTUKaIbHAas aTpodust
(yMeHblIeHre 00beMa BUCOYHBIX J0JIei) IPUBOIUT K TO-
My, uto peueBas dhyHkuus npu CJIIK BoccTtaHaBiuBaeTcs
HE TIOJIHOCTBIO JaXe TMOCje MCUYE3HOBEHMS SIUJIEIITH -
dopmHoIt akTUBHOCTU Ha DI [19].

JuarHo3 CJIK MoxXeT npencTaBisiTh 3HAUUTEbHbIE
TPYIHOCTHU, OCOOEHHO B OTCYTCTBUE SIMUIETITUICCKUX
npuctynoB (Tada. 1). Ha nepBbIX aTamax AUarHOCTUKU
HEeoO0XOIMMO THIATEJbHOE UCCIIeJOBAaHKE CIyXa y BCeX Ma-
LUEHTOB IS UCKTIOYEHUS HEPOCEHCOPHOU Tyroyxoc-
tn. CleayeT UMeTh B BUIY, UTO OCTpOe pa3Butue adazuu
y neteii 2—8 neT 6e3 KIMHUYECKUX MPU3HAKOB UHCYJIbTA
i SHIlebanTa UMeeT HanboJsiee BEPOSITHYIO TPUINHY —
CJIK [19].
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Tabmuma 1. J[ugpepenyuanvhbiii duaenos cunopoma Jlanoay—Kaegpgrepa co cxoxcumu snusenmuueckumu cunopomamu [6]

Table 1. Differential diagnosis of Landau— Kleffner syndrome with similar epileptic syndromes [6]

Yacrora
Incidence rate

Bospact nebrora
Onset age

YacroTta BcTpeyaeMoc-
TU SMWJIECTITUYECKUX
TIPUCTYTIOB

Degree of epileptic seizures
incidence

Xapakrtep anuaenTuye-
CKUX IIPUCTYIIOB
Nature of epileptic seizures

YacroTa npuCcTyIIoB
Frequency of seizures

3aBUCUMOCTbH TTPUCTY-
TIOB OT PUTMa COH—
00/IpCTBOBaHNUE
Dependence of seizures on
sleep—wake rhythm

OnuIenTUYECKui
CTaTyc IMPUCTYIIOB
Epileptic status of seizures

M3meHeHusT B HEBPO-
JIOTMYECKOM CTaTtyce
Changes in neurological
status

Landau—Kleffner syndrome

He nzyyena
Not investigated

3—7 ner
3—7y. 0.

B cpenteM y 70 % GobHBIX
In average in 70 % of patients

DokanbHbIE MOTOPHBIC ITPpU
MPOOYXIAEHUN; aTUTTUYHBIE
abCaHChI; PEIKO — BTOPUYHO-
T€HEpaJIN30BaHHbIC

Focal motor seizures on awakening;
atypical absences; rare — secondary
generalized seizures

OOBIYHO HEBBICOKASI, UCKITIOYAst
aTUITUYHBIE a0CaHChI

Generally low, excluding the atypical
absences

3achlllaHue v MpoOYXKIeHNE:
(oKasbHBIE MOTOPHBIE (Yallle
reMudanuaibHbIe); B 00IPCTBO-
BaHUU — MPEUMYIIECTBEHHO
aTUMUYHBIE A0CAHChI

Sleep onset and awakening: focal
motor (more often hemifacial)
seizures; during the wakefulness —
mostly atypical absences

He xapakTepeH
Not characteristic

He xapakTepHbl
Not characteristic

Electrical status epilepticus during
slow-wave sleep syndrome

He nzydyena
Not investigated

Ot 8 Mec 10 15 siet, B cpeHeM
4—6 et

From 8 months to 15 y. 0., in average
4—6y. 0.

B cpennem y 60 % GobHBIX
In average in 60 % of patients

DokaabHbIE MOTOPHBIE U PEIKIE
BTOPUYHO-TCHEPAJIM30BaAaHHbIC
MpY MPOOYXIESHUW; aTUTTUYHbIE
a0caHChl; BO3MOXHBI aTOHUYE-
CKUue

Focal motor seizures and rare
secondary generalized seizures

on awakening; atypical absences;
atonic absences are possible

OOBIYHO HEBBICOKAS, UCKITIOYAsT
aTunmIHbIe abcaHchl; B 30 %
CJIy4aeB MPUCTYIIbI €IUHUYHBIC
Generally low, excluding the atypical
absences; single seizures in 30 %

of cases

3ackIaHe U MpoOyKIeHUE:
(boKaJIbHbIE MOTOPHBIE

1 BTOPUYHO-T€HEPAJIM30BaHHbIC
Sleep onset and awakening: focal
motor and secondary generalized
seizures

He xapakTepeH
Not characteristic

Temumapes mpumepHo y 1/3
OOJIbHBIX («CUMITOMATUYECKUI»
BapuaHT)

Hemiparesis approximately in 1/3

of patients (“symptomatic” variant)

Pseudo-Lennox syndrome

5 % cpenu BceX OOJIBHBIX
POJIAHINYECKON SMUJIETICUEN
5 % of all patients with rolandic
epilepsy

1,5—7 ner
1,5-7y. 0.

B 100 % cnydaen
In 100 % of cases

®DokambHbIE MOTOPHBIE, PEXe —
BTOPUYHO-TEHEPATN30BAHHbIC;
aTUIMMYHbIE A0CAHChI; aTOHUYE-
CKME U aTOHUYECKU-aCTaTAdE-
CKUE; peXe — MUOKIIOHUYECKNE
Focal motor seizures, more rarely —
secondary generalized seizures;
atypical absences; atonic and
atonic-astatic; more rarely —
myoclonic seizures

BbICOKaH; HEPEAKO €KEITHEBHBIC
CEepUITHBIEC MPUCTYIIBI CO
CKJIOHHOCTBIO K CTaTYCHOMY
TEYECHUIO

High; often daily seizure clusters with
a tendency to status course

3acelmanue u mpooyKIeHue:
(oKaIbHbIE MOTOPHBIE;

B 0OJPCTBOBAHUM — aTUTUYHbIE
abCcaHChl, aTOHUYECKIE

M aTOHUYECKM-aCTaTUYECKUE,
MUOKJIOHUYECKIE

Sleep onset and awakening: focal
motor; during wakefulness — atypical
absences, atonic and atonic-astatic,
myoclonic seizures

XapaKTepHO pa3BUTHE MUICTTH-
YECKOTI0 cTaTyca aTUITUYHbBIX
abcaHCOB 1 (POKATTLHBIX MOTOP-
HBIX TIPUCTYTOB (OMEPKYJISPHbII
craTyc)

Characteristic development of epileptic
status of atypical absences and focal
motor seizures (opercular status)

Hepenko ormeuaroTcst atakcusl,
TUIIOTOHUS, IIPOSIBIICHUST
OpO-JIMHIBO-0YKKO-MOTOPHOM
JICIIPAKCUN

Often ataxia, hypotonia, signs

of oro-linguo-bucco-motor dyspraxia

[a—
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Landau—Kleffner syndrome

3

Ilpoodoaxcenue mabauyv 1
Continued of table 1

Pseudo-Lennox syndrome

Electrical status epilepticus during
slow-wave sleep syndrome

B])Ipa)KCHHBIe KOTHUTHUBHBLIC

HapymeHus B 100 % ciyuaes.
Bo3MoxxHO pa3BUTHE ayTUCTH-
KO-, TICUXOTIaTO- 1 INU30(PEeHO-
MOA0OHBIX HAPYIIIEHUI MOBEIe-
Hus. CHuxenue 1Q no 78—45.
VYxynmeHue peueBoit pyHKIUN
Expressed cognitive disorders

in 100 % cases. Possible development
of autistic-, psychopathic- and
shizophrenia-like behaviour
disorders. Lowering of IQ to 78—45.

CencomoropHas adasus B 100 %
CJIly4aeB; BO3MOXHBI HApYILLIEHUS
TIOBEICHUS U KOTHUTUBHBIE
paccTpoiicTBa

Sensorimotor aphasia in 100 %

of cases; possible behaviour disorders
and cognitive disorders

Bricie KopkoBbie
byHKIIMHN

Higher cortical functions

WMHTeniekTyaibHO-MHECTUYE-
CKH€ pacCTPOMCTBA pa3IMIHON
CTEIEHU BBIPAXKEHHOCTH.
PeueBbie HapyIieHUsI (BIUIOTh
JI0 aHapTPUM) 33 CYET OPO-JIMH-
TrBO-0YKKO-MOTOPHOM IUCITPaK-
cun

Cognitive and mnestic disorders

of various degree of expression. Verbal
disorders (up to anarthry) due to
oro-linguo-bucco-motor dyspraxia

Deterioration of verbal function

PeruoHaibHble KOMITJIEKCHI TUTIA
JIDI1/1 B BUCOUHBIX M TEMEHHO-
BUCOYHBIX OTBEACHUAX. Hpe—
00s1alaHe PErMOHaAIbHBIX
MaTTEPHOB OT JOMUHAHTHOM

0 peun reMucdepbl

Regional complexes of BEDC type
in temporal and parietemporal leads.
Prevailing regional patterns from
hemisphere, which is dominant

by speech

DnekTpoaHIedano-
rpamMma 00IpCTBOBAHUST
Electroencephalogram

in wakefulness

J10B

T. Deonna u coaBt. (2009) BeIOCISIOT CASIYIOIINE T -
arHoctuyeckue kputepuun CJIK [15]:

1) mpuobpereHHas adasus, BOSHUKINAS B I€TCKOM
BO3pacTe;

2) mapokcusManabHbie HapylieHust Ha DI pokanb-
HbIe, MYJBTU(MOKAIbHbIC OCTPHIC BOJIHBI CO 3HAYUTEIb-
HBIM HapacTaHueM B (ha3y MeJIEHHOTO CHa;

3) sanuaenTUYECKUE MPUCTYITbI, OOBIYHO «I00pOoKave-
CTBEHHBIC» — PEIKUE U HETSDKEIbIE, C CAMOKYITHPOBAaHUEM
B MCXO/ie 3a00JIeBaHUSI;

4) OTCYTCTBHE JIOKAJIBHOTO CTPYKTYPHOTO MOPaXKEHMS
TOJIOBHOTO MO3Ta;

5) crabunuzaiys 3a0o0JieBaHUs C TeYEHUEM BpEMEHU
C TIOCJIEIYIOIINM YJIYYIIIeHUEM pedeBOil (PYHKIINN.

JleueHue u nporso3s

Tepamusa CJIK Bkmtouaet npumeHeHue ADI, KopTuko-
CTEepPOUIIOB U MPOBEACHUE JTOTOMEANYECKUX 3aHATUMA.
Hawubounee apdpexkTuBHbiMU ADIT 1ipu JieueHU M OOJIbHBIX
CJIK gBistoTcs BaJIBIIPOATHI, STOCYKCUMUI*, CYJIBTHAM™,
OGeH30aMa3enuHbl (K1obazaM*) U KOPTUKOCTEPOUIHI [6,
21, 45].

*[Ipemnapartsbl, He 3aperuCTpUpPOBaHHbIC B PD.

PerroHanbHbIe KOMIUIEKCHI TUTIA
JIDI1]I ¢ mpeobiagaHueM

B JIOOHBIX OTIeIaxX U nuddy3Hast

aKTMBHOCTD OCTpasi—MeIJIeHHAsT

BOJIHA B BUJIe KOPOTKMX pa3psi-

Regional complexes of BEDC type,
prevailing in frontal areas and diffuse
action is acute—slow wave

in the form of short discharges

Turnuunbie Komriekebl ADTT]T

B BUJIC CAMHWUYHBIX U CTPYIIITN-
POBaHHBIX IMATTEPHOB C JIOOHO-
LIEHTPAJbHBIM MTpeobIafaHuEM.
JNuddy3Hasg akTHBHOCTh
ocTpag—MeIJIeHHas BOJIHA

B BUJIE KOPOTKUX Pa3psiioB
Typical BEDC complexes in the form
of single and grouped patterns with
frontal central predominance. Diffuse
action is acute—slow wave in the form
of short discharges

CraproBasi Tepanusi Ipyu HATMYKUK SMTUIEITHYSCKUX
MPUCTYIIOB OCYILLIECTBIISIETCS ¢ IPUMEHEHUEM IIperapaToB
BaJIbIIPOEBOI1 KMUCHOTHI (JlermakuH xpoHochepa, [demakuH
XpoHO) B cpenHeit noze 20—40 mr/kr/cyt. [1pu HepocTa-
TOYHOI 3P (PEKTUBHOCTU PEKOMEHAYETCSI KOMOMHALIMS
BaJsibripoaTa (JlemakuH) ¢ 3TOCYKCUMUAOM, CYJIbTHAMOM
WY KJ100a3aMoM. B OTIeIbHBIX ClTydasix MpOAEeMOHCTPH -
poBaHa 3¢ dextuBHOCTb Apyrux ASII, B yacTHOCTH Jie-
Berupaterama [9]. ¥ 80 % GOJbHBIX TOCTATOYHO OBICTPO
yIaeTcsi MOOUTHCS MOJHOIO KyIHUPOBaHUS MPUCTYIIOB
Ha (poHE aHTURMUICNITUIECKON Tepanuu. B ocTaJbHBIX
cydasix HaOJIio1aeTcss 3HaYMTeJIbHOE YPesKeHUEe TTPUCTY-
OB C MTOCTENMEHHBIM JOCTUKEHUEM PEMUCCUU BO BCEX
clyJasix K Havally myoepTaTHOTO Teprojia He3aBUCUMO
OT TIPOBOAMMOI Tepanuu (Kak ¥ MpU POJaHINYECKOMK
snuuerncun) [32].

ITo-apyromy o6CcTOUT IeJ10 C OJOKUPOBAHUEM ITUD-
Gy3HBIX 3MWIENTUGOPMHBIX MaTTepHOB Ha DB 1 Kop-
pexKuueil pedeBbIX HapylieHU. DnuientudopmHas
akTuBHOCTBH nipu CJIK pe3ucTeHTHa K TPOBOAUMOMN Te-
panuu, a BOCCTaHOBJIEHUE peyeBOil (pyHKLUU 0e3 cy-
IIECTBEHHOTO YMeHbleHuss DD -aHoManuii (0cobeHHO
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3

Oxonuanue mabauywt 1
End of table 1

Pseudo-Lennox syndrome

Electrical status epilepticus during
slow-wave sleep syndrome

IMocTosTHHO, MHOTHE MECSIIIBI
1 TOIIBI BO BpeMmsi ha3bl MeJIeH-
HOTO CHa OTMEYAaI0TCsI TPOAOI-

Hapacranue nuddysHbix
pa3psiioB BO BpeMs (has3bl
MEUICHHOTO CHa, SMM30INYeCKU
JIO YPOBHSI «3JIEKTPUYECKOTO

>keHHbIe (0osee 85 % 3amucu)
b Ghy3HbIE KOMITIEKCHI
ocTpasi—Me/UIeHHas! BOJIHA

C aKIICHTOM B JIOOHBIX OTBE/ICHM -

OTMevaeTcsl HapacTaHue
nuddy3HON SMUIEITUHOPMHOMK
aKTUBHOCTHU B (Da3y MeIJIEHHOTO
CHa, 3MM30IMYECKU 0 YPOBHS

BnekTposHuedano- cratyca». [lepcuctupoBanue sIX. PU3MONOTHYECKIE MATTEPHBI «3JIEKTPUYECKOTO CTATYCa».
rpamMma cHa uddysHoil snunenTudopmuoii  CHA OTCYTCTBYIOT. biokupoBanue g y6xpposanmne IOMC B dasy
Sleep aKTUBHOCTH B (pa3y REM-cHa HIBMC B dasy REM-cHa REM-cHa

electroencephalogram Intensification of diffuse discharges

during the slow sleep phase,
occasionally to “electrical status”.
Persistence of diffuse epileptiform
activity during REM-sleep phase

Continued (more than 85 %

of record) diffuse complexes sharp—
slow wave with the accent

in frontal leads during the slow sleep
phase are observed permanently,

Intensification of diffuse epileptiform
activity during the slow sleep phase,
occasionally to “electrical status”
level. CSWS blocking during
REM-sleep phase

during months and years.
Physiological sleep patterns are
absent. CSWS blocking during
REM-sleep phase

OTHOCHUTEIHHO MPUCTYTOB —
GaronpusaTHEIA B 100 %
ciayJaeB. B oTHoleHUM peueBbIX
PacCTpOMCTB — CePhE3HbIN:
perpecc acda3nu Bo Bcex
cliydyasix, HO MOJIHOE BOCCTAHOB-
JIEHWe peYr — TOJIbKo y 1/3
OOJTBHBIX

With respect to seizures —favourable
prognosis in 100 % of cases. With respect
to verbal disorders — serious: regress

of aphasia in all cases, but full speech
restoration in 1/3 of patients only

ITpornos
Prognosis

OTHOCUTETHLHO MPUCTYTIOB —
GmaronpusitHbii B 100 %
cliyyaeB. B OTHOIIIEHUM KOTHU-
TUBHBIX (DYHKIIWI — COXpaHEHUE
B OOJIBIIMHCTBE CIyvyaeB
WHTEJUIEKTYaJIbHO-MHECTAYEC-
CKMX HapylIeHUN pa3anyHON
CTEIeHU

With respect to seizures —favourable
prognosis in 100 % of cases. With
respect to cognitive functions —
remaining cognitive and mnestic
disorders of various degrees in the
most of cases

HecMoTpst Ha pe3UCTEeHTHOCTh
TIPUCTYMOB K aHTURTIWJIENITUYE-
CKUM Mpernaparam, B KOHEYHOM
UTOrE TOCTUTAETCS TOJITHAS
pemuccus B mybeprate. Coxpa-
HEHNE YMEPEHHBIX KOTHUTUBHBIX
HapymeHui mpuMmepHo y 50 %
OOJIbHBIX

Despite the resistance of seizures

to antiepileptic drugs, the complete
remission is achieved in puberty.
Moderate cognitive disorders remain
in approximately 50 % of patients

Ilpumeunanue. /1211J] — dobpokauecmeennvie snusenmughopmusie nammepuvt demcmaa; [I9MC — npodoaxcennas snusenmugpopmuas

l’lLlK-d)OﬂHO@dﬂ AKmMueHocms 6 li)tl&‘y MedAeHHO20 CHA.

Note. BEDC — benign epileptiform discharges of childhood; CSWS — continuous spike wave during slow sleep.
I —

[IBMC) HeBo3MoxHO [19]. B ciyyae uzonupoBaHHOMI
ada3uu (Mpu OTCYTCTBUU SMUICTITUYECKUX MPUCTYTIOB)
JIeYeHUe HauMHAaeTCsl ¢ MOHOTepanuu ogHuM u3 4 ADII:
Banbnpoat ([JdenakuH xpoHocdepa), aTocykcumun (20—
35 mr/xr/cyt), cyabtuam (10—15 mr/kr/cyr), Kiiobazam
(okosio 1 mr/kr/cyT) [32, 37]. B ieziom ADI 3HaUnTEIHEHO
O6osee a3(pheKTUBHBI B OTHOUIEHUU KYMUPOBAHUS DU~
JIETITUYECKUX MPUCTYTIOB, YeM PeUYeBBIX PACCTPOUCTB.
ITpu HepocTaTouHoO# 3hdexkTuBHOCTH ADIT pekomeH-
JlyeTcsl TpUMEeHEeHNEe KOPTUKOCTEPOUIHBIX TOPMOHOB:
aJIPEHOKOPTUKOTPOITHBI! TOPMOH, CUHAKTEH JIETIO, TIpe/I-
HU30JI0H, MeTUtIpe (ITyJIbC-Teparusi), THAPOKOPTHU30H,
nekcameTa3zoH. Koptukoctepou bl BBICOKOIGh(MEKTUBHBI
B OJIOKMpPOBAaHUY SMWJIENTU(HOPMHON aKTUBHOCTH U yJTy4-
IeHUU pevyeBbIX QYyHKIIMIA |3, 6, 43, 45]. B neuenuu CJIK
ONTUMAJTEHO TTepOpaTbHOE TTPUMEHEHUE TUIPOKOPTU30HA

[12]. PexomenayeMasi 103MpoBKa TUAPOKOPTU30HA —
8—10 mMr/Kr/cyT B TeueHMe 2 Hell, 3aTeM CHYDKEHUE MPH-
MEpHO Ha 2 MTI'/KT/CYT KaX/ble 2 Hel MoJ KOHTPOJeM
BUae0-DD-MOHUTOPUHTA C BKIIOYEHUEM CHA; TIPU MO-
JIy4€HUH TTOJIOXKUTEIBHOTO KIIMHUYeCcKoro u DD -pe3yiib-
Tara — MOIAepPXKUBaoIIas 103a 2 MI/KI/CyT B TeUeHUE
emie 3—6 Mec. OTMeueHa BbicoKast 3(PHEKTUBHOCTD TO-
JIOOHO# CXeMbI IPUMEHEHUsI TUIPOKOPTU30HA B OJIOKM-
pOBaHWU AMIETTU(OPMHON aKTMBHOCTU U BOCCTAHOB-
sneHuu pedyeBoii dyHkiuu. J.J. Riviello u S. Hadjiloizou
(2008) pexoMeHAYIOT NepopaibHOE MPUMEHEHUE MPe/-
HuzosoHa rpu CJIK (ta6u. 2) [37]. B ciayyae HapacTaHus
peYeBBIX PACCTPOMCTB MOCJIe OTMEHBI KOPTUKOCTEPOUIOB
MOBTOPHBIN Kypc BO3MOXKEH yepe3 6 Mec.

B oTnenbHbIX mybaukauugax oocyxaaeTcs: apdex-
TUBHOCTh MMMYHOTJIOOYJIMHOB, KETOTCHHON MUETHI

—_
w

s (OpuruHanbHBLE

cmambu



14

PYCCKUN

s’ IIETCKOM
HEBPOAOT MU

CHILD
NEUROLOGY

Tabmuna 2. [llecmumecsuHbiil Kypc hepoparsHo2o npuema
NpeoHU3010Ha 8 neveHUU 00AbHbIX ¢ cuHdpomom Jlanday—Kaegpgh-
nepa [37]

Table 2. Six months course of oral administration of prednisolone
in treatment of patients with Landau— Kleffner syndrome [37]

Dose of prednisolone Duration
of administration
with this dose

2 mr/Kkr/cyT (MakcumyM 60 Mr/cyT) 1 mec
2 mg/kg/day (maximum 60 mg/day) 1 month
1,5 mr/kr/cyT 1 mec
1,5 mg/kg/day 1 month
1 mMr/kr/cyt 1 mec
1 mg/kg/day 1 month
1 Mr/Kr/cyT yepes IeHb 1 mec
1 mg/kg/day alternate days 1 month
0,75 Mr/Kr/CcyT Yyepe3 AeHb 1 mec
0,75 mg/kg/day alternate days 1 month
0,5 Mr/Kr/CyT Yepe3 IeHb 1 mec
0,5 mg/kg/day alternate days 1 month

Ilpumeuanue. Baxyunayus doaxcrna 6bims nposedeHa

U 3aKOHYeHA neped Ha41aioM Kypca KOpmuKocmepouoos.
Note. Vaccination shall be done and ended before the beginning
of corticosteroids administration course.

U XUPYPrUYECKUX METOIOB (CTUMYJISIINS OTYyXKIaI0IIero
HepBa Y MHOXECTBEHHbIC CyOMUaIbHbIe TPAHCKOPTHU-
KajbHbIe TpaHccekuuu) B jedyenuu CJIK [7, 14, 25, 37].
CyliecTBeHHOEe BHUMaHKe B KoMITieKcHo Tepanuu CJIK
JIOJKHO OBITh YAEJIEHO JOTONMEANYSCKIM 3aHSITUSIM U pa-
00Te C IMCUXO0JIOTOM B LEJISIX KOPPEKIIMY peYeBbIX, KOTHU-
TUBHBIX U MOBEACHYECKUX HapylieHuit [1, 15].

ITpu CJIK nporHo3s cieayeT NpoBOAUTH OTAEIbHO
IUTSL STUJIENTUYECKUX TPUCTYIIOB, C OJHOW CTOPOHBI,
U peuyeBbIX U KOTHUTUBHBIX HApyIIEHUN — C APYroi.
[TporHo3 OTHOCUTEILHO MTPUCTYITOB BCETIa OJIarONnpusiT-
HBII: SMUICTITUYECKUE TTPUCTYITBI KyMTUPYIOTCS, a DIH-
JenTuopMHasi aKTUBHOCTh OJIOKMPYETCsSl TIPU HACTY-
IUIeHUU TTybepTaTHOro rnepuona. OnHako OOJBITUHCTBO
aBTOPOB Mpu HabmoaeHuu 6oabHbIX ¢ CJIK B kKaTramHe-
3¢ MOAYEePKUBAIOT CTOMKOCTh PEUEBBIX 1 KOTHUTUBHBIX
HapyueHuit [13, 15]. CornacHo 0060011IeHHBIM JaHHBIM
E.R. Kleffner m W.M. Landau (2009), a takxe P. Van
Bogaert u P.F. Paquier (2009) oTHOCUTEIbHO MOJIHOE BOC-
CTaHOBJIEHWE peueBbIX (DYHKITMIT BO3MOXHO B 2/3 city4a-
eB CJIK [24, 46]. HeGnaronpusiTHOE MPOrHOCTUYECKOE
3HAUYEHUeE JIJISI BOCCTAHOBJICHUST PeYeBOUl (DYHKIINY UMEET
JUTUTEJIbHOE TIEPCUCTUPOBAHUE M TU(HDOPMHBIX U3ME-
HeHuit Ha D3OI, ocobeHHo nuddy3HbIX. B nccnenoBannu
A.M. Soprano 1 coast. (1994) H1 y OZHOTO U3 TTAIIUCHTOB

3

He OBIJIO TOCTUTHYTO CYIIECTBEHHOTO YIYYIIeHUs peun
0e3 HopMmanuzauuu DI, ¢ Apyroil CTOPOHBI, TOJIBKO
npumepHo 30 % GoabHbix CJIK ¢ Hopmanuzanueit DOT
MOJTHOCTBIO BOCCTAHOBWIIM peueByto dyHkuo [42]. K He-
OJIAaTOTIPUSATHBIM ITPOTHOCTUYECKUM (haKTOpaM B OTHO-
IIEHUU PEYEeBBIX 1 KOTHUTUBHBIX HAPYIICHUI OTHOCSIT-
cs: cumnromatuueckas atuoaorust CJIK; paHHuit nedoT
anuIericuu (MPUCTYTNOB 1 acha3uu); BHICOKASI IPOTOJIKM -
TeJbHOCTH (00see 18 Mec) peructpauuu 1ubdy3HbIX SMU-
snentudopmHbix aHoManil Ha DT (ocobenHo [IDMC);
BBIpasKEHHbBIE peUeBbIe U KOTHUTUBHbBIC HAPYIIIEHUS B JIe-
Orote 3a00s1eBaHus; ipuMeHeHue ADII, HeraTUBHO BJIUSI -
IIUX Ha KOTHUTUBHBIE hyHKIMHU [47].

3nexmpo3nuedanorpaguyeckue u3MeHeHus npu CuLpome

Nanpay-Kneddnepa

Hanuuue D3I -napyuwenuii seasemcs 00aueamuovim npu-
snaxom npu CJIK u nabniodaemes, no onpedeaenuro, ¢ 100 %
cayuaes. IMeHHO TIpOIODKeHHAS SIMIIeNTUMOPMHAST aK-
TUBHOCTh IIPUBOIUT K PA3BUTUIO KapIMHATLHOTO CUMII-
TomokoMiuiekca nipu CJIK — snunenTuyeckoit adasun,
YTO OBLIO BITEPBBIC OTMEUCHO TIEPBOOTKPBIBATEIISIMU CH]I -
poma. B 1957 . W.M. Landau u E R. Kleffner mucanmu:
«IIpodonicennvie cydopoxcHbvle paspsdvl 8 M032080i MKAHU
npueoodsm K QYHKUUOHANLHOMY OAOKUPOBAHUI KOPKOBHIX
uenmpog peuu» [26]. BBuay BO3MOXHOCTH OTCYTCTBUS
SMUJICITUIECKUX MPUCTYIOB IIPU JaHHOM 3a00JIeBaHUU
aHanu3 DDI-u3MeHeHUI MMeeT BaXHeiiliee 3Hadye-
HUeE [JI YCTAaHOBJICHUSI TOYHOTO AuarHosa. MisMeHeHus
Ha D3I MHOroobpa3HbI, BapuabeIbHbI K BMECTE C TEM JIO-
CTaTOYHO CIIel(PUYHBI.

OcHoBHas akTUBHOCTb. OCHOBHAsI aKTUBHOCTH (DOHO-
BOI1 3amMcH, KaK IMPaBUJIO, COOTBETCTBYET HOPMATUBHBIM
BO3pPACTHBIM XapaKTepUCTUKaM. B eIMHUYHBIX Caydasx
MOXKET HaOM0JaThes Jerkoe 3aMeayieHue (poHOBOI 3a-
nucu [45].

DnuaentTuopMHas aAKTUBHOCTh. TUNTMYHBIMU DTIU-
nentudopmubiMu BT -nmarrepHamu nipu CJIK sgBasitoT-
cs1 BeicokoaMmuiuTyaHbie (200—400 mxB) pernoHaiabHbie
CHaiiKu, OCTpble BOJHBI WM, Yallle BCEr0, KOMIIEKCHI
ocTpasi—MeUIeHHast BojiHa. JlaHHbIe KOMIUIEKCHI JIOKa-
JIMBYIOTCSI TIPEUMYIIIECTBEHHO B BUCOYHBIX (3aIHEBU-
COYHBIX) WJIM TEeMEHHO-BUCOYHBIX obnacTsax [10, 20].
ITo Mopdosorun oHM MAEHTUYHBI JOOPOKAYECTBEHHBIM
SMWIENITU(GOPMHBIM MATTEPHAM IETCTBA W ITPENCTABIISIIOT
CJIOXKHBIN IUTIONIb C MAKCHUMYMOM TTOBEPXHOCTHO-HeTa-
TUBHOTO OTKJIOHEHMSI B BUCOUHBIX OTBeAeHUsIX [28]. DTu
KOMIIJICKCHI COCTOSIT M3 «IISITUTOYEIHBIX» OCTPBIX BOJH
C MaKCUMaJIbHBIM TTPOSIBJICHWEM B 3aTHEBUCOYHBIX OTBE-
JIEHMSIX, Yallle cieBa (IOMUHAHTHAsI TIo peuur remucdepa)
(puc. 1). ITo mHeHuto A. Arzimanoglou u coast. (2004),
¢okyc narojornyeckoit aktuBHoctu rpu CJIK noxkanu-
3yeTcsl B 00J1aCTU BepXHeil BUCOUHON M3BUJIMHBI, @ TOY-
Hee — u3BWINHGI [enwd [8]. [ITMK-BOJHOBbIE KOMILJIEKCHI
HEPEeIKO TPYMNIUPYIOTCS B TeUEHUE 3aIMMCH, BO3HUKAS
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Puc. 1. llayuenmka I1.4., 10 aem. Juaenos: cunopom Jlanday—Knegpgpnepa. Inexkmposnyegharoepamma, 6o0pcmeosanue. Pecucmpupyromces evicokoam-
NAUMYOHbIE KOMUAEKCbL OCMPAsi—MeONeHHAs 80AHA (S-moueuHblli Ounonb, 006poKauecmeertble nuienmugopmuvie nammephot dememea (ADI11)), rame-
paauzosartvle no 1eeoli cemucepe. B omeedenusx T3—F7 onpedeasromes cepynnuposanmvie I

Fig. 1. Female patient P.Y., 10y. o. Diagnosis: Landau—Kleffner syndrome. Electroencephalogram, wakeful state. Sharp—slow wave high-amplitude complexes,
which are lateralized over the left hemisphere, are recorded (5-point dipole, benign epileptiform discharges of childhood (BEDC)). The grouped BEDC are

determined in the leads T3—F7

B BUIIE «IyTUIETOB» U «TPUILIECTOB». Bo MHOTUX ciydasx
SNWIeNTUMOPMHAsT aKTUBHOCTb BO3HUKAET MYJIbTUPE-
TMOHAJIBHO, a TaKXe B 00enx remucdepax, aCHHXPOHHO
He3aBucumo. H.P. Doose (2003) moaguepkuBaeT Hepe-
JIKO€ pacnpocTpaHeHUEe dMUIeNTU(hOPMHON aKTUBHOCTU
Ha JIOOHBIE OTaENbI [16].

BaxxHeiiiasi XxapaKTepuCTUKa 3MUIeNTU(GOPMHOMI
aktuBHOCTU npu CJIK — TeHaeH1us K nuddy3Homy pac-
npocTtpaHeHuto. B ocHoBe n1dy3HOro pacnpocTpaHeHUs
MUK-BOJHOBBIX KoMILIekcoB npu CJIK nexut peHoMeH
BTOPUYHOI OuaTepaibHOl cuHXpoHu3aimu. [Ipu aTom
MPaKTUYEeCKU BCeTAa YAaeTcs] yCTAHOBUTh BPEMEHHY 0
ACMHXPOHUIO KOMIIJIEKCOB, a TAKXKe aMIUTUTYIHOE TIpe-
obJlamaHre ux Ha TOMUHAHTHOM 1o peun cropoHe. Hau-
Oosiee BbICOKAsI aMIUIMTYyda OTMEUaeTCs B BUCOUYHBIX
OTBEJICHUSIX, Yallle C aKIIEHTOM CJieBa; XOTSI OMMCAHBI
cJlydau pacriojioKeHUs odara B CyOMOMUHAHTHON reMu-
cdepe. B tpyne kopudee — W.M. Landau u ER. Kleffner
(1957) — momuepKUBaIOCh, YTO CTOPOHHOCTh HAPYIICHUH
O8I He Bcerna COOTBETCTBYET JOMUHAHTHOW CTOPOHE,

orpeaessieMoil 1o pyKe W IJ1a3y, U aNUIenTuhopMHbIe
MaTTepHbl MOTYT HAOJIIOAATHCS KaK B JOMMHAHTHOM, TaK
¥ B CyOIOMMWHAHTHOM Tronyirapusx [26]. B psne ciydaes
BBISIBJISIETCSI HEYCTOMUMBasi aCUMMETPUS C MEPeMEHHBIM
npeobaagaHeM MUIenTUhOPMHON aKTUBHOCTH TO CITpa-
Ba, TO CJeBa Yy OJJHOTO M TOTO Xe MalleHTa B Ipeaeaax
onHoit 3anucu D3OI uau B 6aMKalIIMX MOCHAEIYIOLUIMX.
Junddy3Hble MTUK-BOTHOBbIE pa3psiibl BOSHUKAIOT B BUJIE
KOPOTKUX WJIM OOBIYHO 00JIe€ WU MEHEee MPOAOJIKUTETb-
HBIX BCMBIIIEK ¢ YacToToi 2—3 [i1, MTHTEpUKTaJIbHO B (DOHE
WJIXA BO BPeMsI IIPUCTYTOB aTUITUYHBIX aOcaHCOB [45].
JaHHble anuAenTUGOPMHbBIE U3MEHEHUST YCUIU-
BaloTcs BO BpeMs cHa. CieayeT OTMETUTh, UYTO Yy HEKO-
TOPBIX MALIMEHTOB, 0OCOOEHHO Ha (oHe JieueHus: ADII,
snuaentTudopMHasi aKkTUBHOCTb Ha DBI' oTCyTCTBYET
B Mepuoj 00APCTBOBAHUS, U IUATHO3 MOATBEPKIAAETCS
MCKJIIOUUTEIbHO HA OCHOBAHUM 3aMucu BO cHe [2, 4].
B MoMeHT 3achinaHust HaOI0AaeTCS aKTUBALIUS STTUJIETT-
TU(HOPMHOIN aKTUBHOCTU B BUIE MOSIBJIECHUS KOPOTKUX
nudy3HBIX pa3psioB KOMIUIEKCOB OCTpasi—MeIeHHast
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BosHa. B (hazy MemieHHOTO CHa OTMEYaeTcsT BBIpaXKeHHOe
MTOBBIIIICHHE MHIEKCA TTPEICTABICHHOCTH 1 PETYJISIPHOCTH
MMUK-BOJIHOBOI aKTUBHOCTH, BOBJIEKaloOIel 00a MmoJTyIia-
pusi, HepeaKO MPUBOISIILEE K IMOSIBICHUIO TTPOIOKUTEIb-
HBIX TUK-BOJIHOBBIX KOMIUIEKCOB, KaK IPH SIUJICTICUT
C JIEKTPUYECKUM BIMWICTITUIECKUM CTaTyCOM MeJIeH-
Horo cHa (electrical status epilepticus in sleep, ESES)
(puc. 2). I[Ipu 3ToM Ha DDT cHa oTMeYalTCsd MPOIOJ-
skeHHbIe (10 50—100 % Bceii 3anucu) nud@y3Hbie Oua-
TepaTbHbIE KOMITJIEKCHI OCTpas—MeUIEHHAasI BOJTHA, OObIU-
HO HeperyJsipHble, ¢ yacTtoToii oT 1,5 1o 3,5 1. B aTtom
ciydae (pu3mMoIoTHYECKUe TTAaTTEPHBI CHA MPAKTUYECKU
OTCYTCTBYIOT [45]. JlaHHBII (haKT SIBUJICS OCHOBAaHUEM
s rpearonoxenus, uro CJIIK u ESES mpencrapnsitor
c000i1 pa3HBIe MPOSIBJICHUST OMHOTO 1 TOTO e 3a00J1eBa-
Hus [29, 41]. MHOTrMe aBTOPHI MOTYECPKUBAIOT HAJIMIHE
IIBMC y 6onpmmHcTBa 6016HBIX CJIK. Tak, P.G. Rossi

P52 37 001V 3 <
N —— N

3

U coaBT. (1999) KkoHcTaTUpOBAIM HATUYKME MPOAOIKEHHBIX
MMUK-BOJTHOBBIX KOMILJIEKCOB Ha DD, perucCTpUpyIOIINXCs
Kak B ¢a3y MemieHHoro cHa (ITOMC), Tak u B mepuos
REM-cHa, y 100 % o6cnenoBaHHbIX UMK 60bHBIX ¢ CJTK
[39]. B cBsI31 ¢ 9TUM BO3HMKAET 3aKOHOMEPHBII BOMPOC:
yeM 3Ke OTJIMYaroTcs aekTpudeckue kpurepuu rpu CJIIK
u snwiencuu ¢ ESES? Tlo muenuto P. Genton u R. Guer-
rini (1993), eIMHCTBEHHOE OTIUYUE 3AKTIOYAETCS B TOM,
YTO MPOJOJIKeHHAs AMWIeNTU(GOPMHAs aKTUBHOCTh
Ha O0TI Bo3Hukaet npu ESES Tonbko B haze MemyieHHOro
cHa, a ipu CJIK nponomxkaetrcsa u B REM-cHe [20]. Kpo-
Me Toro, Mbl cuntaeM, yto mpu CJIK IT9MC BozHuKaeT
snu3oanydecku, a mpu ESES — mocTossHHO Ha TipoTske-
HUU BCETo 3a00JIeBaHUsI, MHOTHE MECSIIIBI ¥ ToAbl. IMeH-
HO 10 3TOI MPUYNHE KOTHUTUBHBIC 1 TIOBEACHICCKIE Ha-
pymenus ipu ESES, kak mpaBmito, 6oiree BEIpaskeHEI, YeM
npu CJIK [32, 47].

w0l 1578 A0 00
N
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Puc. 2. ITayuenm F0.A., 11 aem. Juaenos: cundpom Jlanoay— Knepgprepa. Inexkmposnyegharoepamma, pegpepenmmniii monmangyic, con. Auggysnoie, bunra-
MepanbHO-CUHXPOHHbIE BLICOKOAMIAUMYOHbIE KOMNACKCbl OCMPAsi—MeONeHHAs BOAHA, N0 MOPGoa02UU — 000POKa4ecmeeHHble SNUAeNMUGOPMHble hammep-
Hbl demcemea, KpaiiHe 8bicoK020 unoekca. Makcumanshas amnaumyoa snuaenmugopmHeIX KOMRACKCO8 — Negble N00Hble U BUCOUHbIE OMEedeHUs. D1eKmpo-
IHUEDAN0ZPAMMA COOMBEMCMBYEM INEKMPUHECKOMY SNUAENMUYECKOMY cmamycy Mmeosenno2o cHa. Obpauwjaem Ha cebs GHUMAHUE OMHOCUMENbHAS

COXPAHHOCMb COHHbIX 6€Pemer

Fig. 2. Male patient Y.A., 11Yy. o. Diagnosis: Landau—Kleffner syndrome. Electroencephalogram, reference montage, sleep. Diffuse, bilateral and synchronous
high amplitude sharp—slow wave complexes, according to morphology — benign epileptiform discharges of childhood, extremely high index. Maximum amplitude
of epileptiform discharges — left frontal and temporal leads. Electroencephalogram corresponds to electrical status epilepticus of slow wave sleep. The relative

integrity of sleep spindles attracts attention
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[1pu nMHaMKUYecKoM aHaliu3e pesyabratoB DD -uc-
caenoBaHus y 6onbHbIX ¢ CJIK oGpaiiaet Ha ce0s BHU-
MaHU€ HEYCTOMYMBOCTb 3MUIENTUDOPMHBIX MaTTEPHOB,
U3MEHEeHUE UX JJOKAIU3alluK B Mpeeaax OnHoi remucde-
PBI WK axe B 000UX MOJTYIIApUSIX, MOSIBJICHUE MYJIBTH -
peruoHaIbHbIX MaTTepHOB [28]. [laHHbINA (haKT Mo3BOJISIET
MPEANOJ0XUTh (DYHKLIMOHAJIbHYIO (0€3 CTPYKTYpPHOTO Jie-
dekTa) npupoay HapyLIEHUI OMO3TEKTPUIECKON aKTUB-
HOCTU FOJIOBHOTO MO3Ta MpU 3TOI (hopMe IMUIECTICUH.

HxranbHasa DOT npu CJIK 3aBUCUT OT xapakTepa
npuctyna. Tak, BO BpeMsl aTUIIUYHBIX a0CAHCOB BO3-
Hukaet tuddy3Has CHHXPOHU3UPOBAHHAS AKTUBHOCTh
C YacTOTOM KOMIUIEKCOB OCTpas—MeIJieHHas BOJIHA
B mipenenax ot 1,5 mo 4,0 Ii1, ¢ naTepanu3amueii mo om-
HOMY U3 BUCOYHBIX oTBeneHuit (puc. 3). [lepen Hauamom
pa3psiza OOBIYHO BCETIa 3aMeTHA periOHAaIbHAS SITHIICTI-
T OPMHAS aKTUBHOCTD, YTO ITOATBEPXKIACT KOHIICIIIINIO
0 (hOKaJIbHOM XapakTepe aTUIMNYHBIX adbcaHcoB npu CJIK
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W pa3BUTHH UX B pesybrare peHOMeHa BTOPUYHOM O1-
JjatepaJibHOM cuHxpoHM3auuu [5]. JJaneko He Bceraga
no OOI (6e3 momepXKu BUAECO) yaaeTcsl CyAUThb 00 UK-
TaJbHOM WJIM MHTEPUKTATBLHOM Xapakrepe Auddy3HbIX
paspsinoB. [TpomomkuTebHOCTD b (Y3HBIX THK-BOJTHO-
BBIX pa3psaoB Ha DO He UMeeT TaKOTro OMpPeaeIsSIOIIEro
3HAUEHUS TSI TTOATBEPKICHNS MKTATbHOW CYIITHOCTH pa3-
psiza, Kak mpy TUMTMYHBIX abcaHcax. Bo3moskHa 00:biiast
MPOAOJIKUTEIHLHOCTD MUK-BOJTHOBBIX pa3psinoB Ha DD
(KaK TIpaBWIIO, C MEHBIIIEH CHHXPOHU3AIINEN, YeM TIPU TH-
MUYHBIX a0caHcax) MPU OTCYTCTBUM KIMHUYECKUX TIPO-
SIBJICHUIi, U HA000pOT. [UrnepBeHTUIALMS U HOTOCTUMY-
JISIIYST OOBIYHO HE MIPOBOLUPYIOT TIPUCTYITBI U YCUJICHUE
snwienTudopMHbIXx aHoMmanuii Ha DT pu CIIK.
Men1eHHOBOJIHOBASI AKTHBHOCTD. [1aTTepHBI MeIIeH-
HOBOJTHOBOU akTuBHOCTHU Tipu CJIK HecrennuduaHbI.
B bonoBoit DD MOKeT oTMEUaThCS TTIEPUOTNTIECKOE PUT-
MHYECKOE 3aMeIJICHNE B BUCOYHBIX OTBEICHUSIX, HEPEIKO

Puc. 3. layuenm A.H., 10 aem. Juaenos: cunopom Jlanday—Knegpgpnepa. Inexmposnuyegparoepamma, 6oopcmeosarue. [lpucmyn amunuuroeo abcauca.
Peeucmpupyemcsi pasps0 ough@y3Hvix 6bICOKOCUHXPOHUUPOBAHHBIX 8bICOKOAMNIAUMYOHBIX KOMNACKCO8 0CMPAsi—MeONeHHAs 0AHA ¢ NPeobAAOaHUeM 6 ne-

peonux omeedenusx. Yacmoma komnaexcos 6 pazpsde — okono 2,5 Iy

Fig. 3. Male patient A.N., 10y. o. Diagnosis: Landau—Kleffner syndrome. Electroencephalogram, wakeful state. Atypical absence seizure. The discharge of
diffuse highly synchronized high amplitude sharp—slow wave complexes with predominance in the frontal leads. The complexes frequency in discharge is

approximately 2.5 Hz
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B COUYETAHUU C TIaTOJIOTMYECKOM O6eTa-aKTUBHOCTHIO [1, 7,
11]. JanHOe 3aMenieHUMEe MOXKET BO3HUKATh KaK Ha CTO-
pOHE TOMWHAHTHOI MO pe4yr reMucdepsl, Tak 1 cyo10-
MWHAHTHOM, a TaKXe OuTeMmnopajibHO. Bo3MOXHO 110-
SIBJICHE KOPOTKOTO 3aMeUIEHUST B OTHOM M3 BUCOYHBIX
(WM TeMEHHO-BHUCOYHBIX) OTBEICHUIA, TIPEIIIECTBYIOIIC-
TO WJIM CJIEYIONIETO 3a pa3psiaoM auddy3Hoil aKkTHBHOCTH
oCTpasi—MeJJIeHHasT BOJIHA.

Marnnrosnnedanorpadus (MOI) u ciryxoBble BbI3BaH-
Hpie noteniuaibl. MOT ipu CJIK uneHTndumpyer craii-
KU, TEHEpUpPYeMble B MHTPaCWJIbBUAPHOI KOPKOBOI 30HE
[23]. MBI peructpupyeT Haaudue OMIaTepaTbHBIX SITH-
JIenTUhOPMHBIX Pa3psiIoB B 00JIACTU CIIYXOBBIX U pede-
BBIX LIEHTPOB MEePUCUIBBUAPHOI Kophl 6osiee yeM B 80 %
cinydaeB, a'y 20 % manyMeHTOB OTMeYaeTCsl yHUIaTepaib-
HbI TIEPUCWIbBUAPHBIN NECMENKep, MHULIMUPYIOLLIUIA
BTOPUYHYIO OMIatepaibHylo cuHxpoHusamuio [33]. Ua-
TEPECHO, UTO B PSIZE CAyIaeB MAaTHUTHOE T10JI¢ YKA3BhIBAJIO
Ha BOBJICUCHNE HEIIPOHOB, OTBETCTBEHHBIX 33 3BYKOBOE
BOCHIPUSITHE, OTIKE K CPSIHUM U 3aIHUM OTICIaM CHIIb-
BUAPHOU 00JIACTH, YTO HAXOIUTCS BHE 30HBI TIEPBUYHBIX
CJIyXOBBIX IIEHTPOB, HO 3aXBaThIBACT aCCOLMATUBHYIO CIIy-
XOBYIO Kopy [33].

[Ipu nccnenoBaHUM CIIYXOBBIX BBI3BAaHHBIX ITOTCH-
uuanoB y 6 nereit ¢ CJIK ObUTO TTOKa3aHO, YTO CHAKK
B BUCOYHBIX OTIeJaX BbI3BIBAIOT CHMKCHUE aMILIATYIbI
U yBenmdyeHue tateHuun N1-kKommoHeHTa oTBeta [40].
ABTOpBI IenaioT BeiBoj, uyTo npu CJIK Bo3HuKaet Hapy-
IIIEHUE Ha YPOBHE LIEHTPAIbHBIX CTYXOBBIX ITyTeM, IIPUBO-
Jsiiee K MHAKTUBAIIMU CITYXOBBIX IIEHTPOB KOPBHI.

JdnddepeHunanbHasgs ATUArHOCTUKA SMUJIEIITH-
dopMmHubIX DBI-narrepHoB npu CJIK u psge apyrux

3

GopmM snuencuu MOXeT ObITh Ype3BBIYAiHO CIIOKHOM
(cm. ta6a. 1). Otamunte CJIK 1 cuHapom nceao-JIeH-
HOKCa Ha OCHOBAaHUM DJIEKTPUUECKUX KPUTEPUEB TIpa-
KTUYECKU HEBO3MOXHO. HeKoTopble aBTOPBI OTMEYatoT
npeobaagaHue anuienTudopmHoit akTuBHocTH rpu CJIK
B TEMEHHO-BHUCOYHBIX OTBEIEHUSIX, a TIPY CUHIPOME TICEB-
no-JIeHHOKca — B JIOOHO-LIEHTpaJIbHBIX [5, 8], 4TO, OJHA-
KO, TOCTaTOYHO YCJIOBHO. PasrpaHnueHue ABYX JaHHBIX
CUHIIPOMOB MCKJTIOUUTEIbHO KIMHUYECKOe. BaxkHbIM
oTmureM anuientudopmuoit aktusHoctu nipu CJIK
ot ESES sBnsieTcst ee BOSHUKHOBEHUE TTPU SITWJICTITUYE -
ckoit apazum, Kak B a3y MeIJIEHHOTO, TaK U OBICTPOTO
cHa [8, 20]. Kpome 3TOTO, (DeHOMEH ITOCTOSIHHOM IIPO-
TTOJKEHHOM aMmienTudOMHOM aKTUBHOCTHU B (hazy Men-
JIeHHOTO cHa Becerma npucyterByet npu CJIK, HO He Tak
rmoctosiHHO, Kak 1ipu ESES [45]. BeipaskeHHOCTH perno-
HaJIbHOM 3MMIeTITU(OPMHON aKTUBHOCTH JOOPOKAIECT-
BEHHBIX SIMIICIITU(OPMHBIX TTATTEPHOB JIETCTBA M PETHO-
HanbHOTO Havasna auddy3HbIx pa3psnos Boiie mpu CJIK,
a uHaexc nuddy3HO MUK-BOTHOBON aKTUBHOCTHU BBICO-
KO crerreHn cuuxpoHusaunu — rpu ESES [6].

B psine ciaydaeB HeobxommMo nuddepeHIIMPOBaTh
D3I-npogsnenus npu CJIK u npmonatuaeckux ¢do-
KaJIbHbIX 3MWJIENCUSIX AeTCKOro Bo3pacta. [Ipu ponaH-
IMYECKOM BMUICTICUN SMUIenTU(GOpPMHbIE MaTTePHbI
JIOKQJIM3YIOTCSI B LIEHTPaJIbHO-BUCOUYHBIX OTBEACHUSIX
M BO3HUKAIOT OMJIaTepajibHO-aCMHXPOHHO, HE3aBUCHMO.
[NosBneHME BTOPUYHOI OMIaTepalibHOM CUHXPOHU3ALIUN
CBUJIETEJbCTBYET, KaK IPaBUJIO, O TpaHChOPMALIMU PO-
JIAHIMYECKOM SMMIETICUM B aTUITUYHbBIE (POPMBI.

Hnst cunapoma Jlennokca—Iacro (CJIIN) xapakrep-
Ha guddy3Hasg anuiaenTud@opMHasi aKTUBHOCTh B BUIE

Taomuua 3. Joaeocpounsiii kamamues 4 demelii ¢ cundpomom Jlanoay—Kneppuepa [19]

Table 3. Long-term catamnesis of 4 children having Landau—Kleffner syndrome [19]

Patient No.

Age of deteriora-
tion, years

Age of BEDC
detection
on EEG, years

1 3 8
2 5 8
3

4 4 8

Age of the last
seizure, years

Age of EEG
normalization,
years

Age of discontinu- | Current age, years

ation of antiepilep-
tic drugs
administration,
years

11 11 19,5
10,5 14 14 26
11,5 12 29
10,5 11,5 12

Ilpumeunanue. J[211J] — dobpokauecmeaennbie snusenmughopmusie nammephvl demcemaea; IIDI" — anexmposnyegharoepamma.
Note. BEDC — benign epileptiform discharges of childhood; EEG — electroencephalogram.
____________________________________________________________________________________________________________________________|
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MeUIEHHBIX KOMIUIEKCOB OCcTpasi—MeieHHast BosHa (2,5 Tix
U HUXKE) U KOPOTKUX MPOOETroB ObICTPOIi aKTUBHOCTH (Te-
cruiting epileptic rhythm) npu BeIpa)keHHOM 3aMeJIEHUU
OCHOBHOIT akTUBHOCTHU (hoHa [5, 10]. OnHako Hepenko
CXOJICTBO U3MeHeHUt Ha DI B Buae OMCUHXPOHHBIX ME/I-
JICHHBIX KOMITJIEKCOB OcTpasg—MemjieHHas BosiHa ripu CJIK
u CJIT tpebyet TiiaTeabHON auddepeHnanbHOi quar-
HOCTUKU. BackHOe oTiinune — MosiBJieHUe PermoHaTbHbBIX
SMUIENTU(OPMHBIX TTATTEPHOB C BUCOYHBIM ITPeodIaiaHu-
eM nipu CJIK u reHepanuzoBaHHast aktTuBHOCTh ripu CJIT.
OnHaKo 3TO He CIYXKUT 0e3YCJIOBHBIM KPUTEPUEM pas3rpa-
HUYEHUS 2 CUHAPOMOB, Tak Kak mpu CJIT" Takxke BO3MOX-
Ha JaTepaJM3alys HapylIeH!I, a B peIKHX CIyJasiX U Ha-
JInYMe peruoHabHbIX U3MeHeHuit Ha DI [37]. Crenyer
ITOMHUTB, YTO BO BCEX CIIyJasiX TMarHO3 JODKEH yCTaHaB-
JINBAThCSl HA OCHOBAaHUHN COYECTAHMUST KIIMHUYECKUX, SJICK-
TPUIECCKUX, a TIP HEOOXOMMMOCTH U HeMpOBU3YyaTN3aIIM-
OHHBIX U TCHETUIEeCKNX KpuTepreB. [1osBieHne pa3psmoB
OBICTPOBOJIHOBOM aKTUBHOCTH, OCOOEHHO BO CHE, CBHUJIC-
TenbeTBYeT ITpotuB muarHo3a CJIK u xapakrepno mist CJIT
1 CUMITTOMAaTHYeCKUX (DOKATTbHBIX SIUJIETICUii [45].
JIunamuka DOI'-narrepHoB. BaxkHass 0coOCHHOCTD —
daykryauusa sanuiaenTudOopMHBIX HapymeHuit D91 mpu
CJIK nHa mpoTsxkeHuu 3abosieBaHus. I[lox geiicTBueM
Teparuy, a MHOTa ¥ 0e3 BUIMMOIM MPUIMHBI KOHCTATH -
PYIOTCS IEpUOIbI, KOTJa OTMeUaeTcs yiaydieHue D91
C TEHACHILIMEN K HOpMaIn3aluy KOPKOBOI PUTMUKU U pe-
IYKIIUY 3MUICNT(OPMHOM aKTUBHOCTHU, a TAKXKe IepH-
O/Ibl HapacTaHUs JAHHOI aKTMBHOCTU C ee TP Y3HBIM
pacmnpocTpaHeHueM 1 hopMupoBaHueM natrepHa [ITOMC
[32, 37]. OnHako yeTKoit Koppeasaiuu u3aMeHeHuit Ha DI
CO CTEIIeHbIO PEUEBbIX PACCTPOMCTB, a TeM 0oJjiee C BbI-
PaX€HHOCTbHIO SMUJICTITUYECKUX IPUCTYIIOB HE CYIIEeCT-
ByeT [11]. BmecTe ¢ TeM B OOJIBIIMHCTBE UCCAEIOBAHUI
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MMOAYEPKUBAETCSI HU3Kasi BEPOSITHOCTh TOCTVXKEHUST KOP-
PEKIIMY peYeBbIX HAPYIIEHW ITPY BbIPAXKEHHO SITHIIETI-
TUHOPMHOI aKTUBHOCTU Ha DI [21, 45].

H3menenus Ha D31 npu CJIK umeroT 4eTkyio 3aBu-
CUMOCTb OT BO3pacTa: BO3HUKAIOT B 3—9 JieT U, Kak mnpa-
BUJIO, TIOCTETIEHHO rcye3aloT K 13—15 rogam (tabu. 3) [4,
19, 22]. ITponoKUTETbHOCTh MAKCUMAJIBHO BbIPAXKEHHBIX
nuddy3Heix DT -anomanuii (Bkiouass [IDMC) cocTas-
JisieT B cpeaHeM oT 1 10 5 1etT. OObIYHO MaKCUMabHasl Bbl-
paxxeHHOCTb AU(dy3HON annUaenTUdOPMHOI aKTUBHOCTH
Ha D3OIy 6onbHbIX CJIK Habmonaercs B Bo3pacte 7—8 jieT
[19]. ITocne 9 et nHAEKC 3NUaenTUMOPMHON aKTUBHOC-
TH TIOCTETICHHO CHIKAaeTCsI, YMEHbIIIaeTCs BEIPasKEHHOCTh
nuddy3HO TUK-BOTHOBOM aKTMBHOCTU (CHavas1a B 6omp-
CTBOBAHUU, 3aT€M BO CHE): OHA CTAHOBUTCS MEHEe CUHXPO-
HU3WPOBAHHOI 1 6oJtee (pparmMeHTapHOI [32].

B oTHOIIICHNM TTOTHOTO MCUYE3HOBEHMST SIIIICTITH -
¢dopMHOIT akTUBHOCTH Y 00JbHBIX ¢ CJIK maHHBIE TIpO-
TUBOpedYUBHl. OOIIETPUHSITO, YTO AIMIICTITU(MOPMHAS
aKTUBHOCTH B TIOJABIISIIONIEM OOJBITMHCTBE CIyJIaeB HC-
Yye3aeT ¢ HaCTyIUICHUEM ITyoepTaTHOTO Tieproaa. Bmecre
¢ tem B ucciaemoBanum C.A. Tassinari u coasT. (2012),
OCHOBaHHOM Ha OOJIBIIIOM KOJIMYECTBE HAOMIOAeHUI, ObUIN
Hepelnku ciaydau, Korma y 6onbHbIX ¢ CJIK mpu pmvress-
HOM KaTaMHe3¢ SMIMIeNTU(OPMHAsT aKTUBHOCTh TIEPCH-
cTupoBaia aecatuneTusamu [45]. B atux ciaydasx peub uaet
0 PETHOHAJIBHBIX OCTPBIX BOJHAX M KOMITIEKCAX OCTpasi—
MeIJICHHAsI BOJIHA HEBBICOKOT'O MHIEKCA, BOSHUKAIOIINX
IJIaBHBIM 00pa30M BO CHE U HE OKa3bIBAIOIIUX HEraTUBHO-
ro BO3JAEHCTBUS Ha KOTHUTUBHbBIC (DYHKIIMU MALlEHTOB.
Pazymeercsi, mpu IIMTEIbHOM MEPCUCTUPOBAHUM PETH-
OHaNBHON ANUIeNTU(GOPMHOIN aKTUBHOCTU HEOOXOIUMO
MPOBOAUTH BhIcOKOpa3pelatoryto MPT nist uckimoueHus
CUMIITOMATUYECKOTO XapakTepa 3aboyieBaHusI [34].
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Konmaxmot: Enena Anexcandposna Mopososa ratner@bk.ru

Ileav uccaedosanus — cpasHumenbHAs XAGPAKMEPUCMUKA HEEPOAO2UHECKUX HapyuleHull y demeli, poycoennvix 6 I u I axywepckux nozu-
yusax, QuHamuyeckKoe Haba0eHue 8 HeOHAmMAalbHOM nepuode.

Mamepuaavt u memoodst. [100 Hawum nabaroderuem naxoouaucw 133 pebenka, poousuiuxcs Ha cpoke eecmauuu 38—41 Hed ecmecmeeHHbIM Nymem
6 nepuod ¢ 2014 no 2016 e. Bee uccaedyemoie Gviau pazdenensvt Ha 2 epynnot: 1-10 cocmasun 71 Hogoposcdenniii, poduswuiics 6 1 axywepckoii
nosuyuu; 2-10 — 62 maadenya, komopuie poounucs 60 11 nozuyuu. Kaunuveckoe ucciedosanue 6KA0MAN0 AHAAU3S MEHEHUS POO0B, HeBPOA0UHECK UL
OCMOMP HOBOPONCOCHHOZ0 8 NEPBbLe HACHL JHCUZHU C NOCAeOYIouell OUHAMUMECKOT OUEHKOL K MOMEHMY 8bINUCKU U3 POOUNbHO20 OMOeACHUS.
Pesyasmamot u o6cysncdenue. Ilposeden cpasnumenvrulii anaius uccaedyemuvix epynn no pady nokazameneil. /lannvie 006eKmugHo20 He-
8PON02UMECK020 OCMOMPA NOKA3AAU OOCMOBEPHYIO PAZHUYY HEKOMOPbIX CUMNIMOMOG: 8 epynne Oemell, poxcoentbix 60 11 nosuyuu, uaue
Habnodanucs Keghanocemamomyl, kpugsoutes. Cpagrerue 4acmomol He6PON0UHECKUX HAPYUIeHUTI HA PA3HbIX SManax Habaoenus (npu posic-
deHuu u npu 8vINUCKe U3 POOUNLHO20 OMOeAeHUs) 8bIABUA0 CMAMUCMUYECKU 3HAYUMOoe UX CHUdceHue 6 obeux epynnax. O0nako uacmoma
HeBpoa02UMeCKUX CUMNIMOMO8 cpedu demell 1-ii epynnbi (poduswiuxcs 6 I nozuyuu) kK MOMEHMY 6bINUCKU U3 POOUAbHO20 OMOeAeHUs cma-
mucmuyecku 3HauuMo cHuxcanacsy (¢ 77,5 do 38,0 %; p < 0,001), a cpedu demeii 2-ii epynnowi (poduswiuxcs 6o 11 nozuyuu) — cywecmeen-
Ho He usmensnace (¢ 87,100 79,0 %; p = 0,125). Heznauumenvhbviii pezcpecc He8poao2Uu4eckoi CUMRMOMAMUKU 60 2-il 2pynne ceudemens-
cmeyem 0 boavbuLeli maxjcecmu UHMpPAHamaibHO20 NOBPENCOCHUs HePEHOIL cucmembl demeil, poycoeHHbX 60 11 nozuuuu.

Saxcarouenue. Onpedenenue nozuyuu n100a 8 pooax s6431emcst HeMAA08ANCHOL COCMABAIOWEll NPOPUAGKMUKY UHMPAHAMANbHBIX NOPANCEHUL.

Karouesvie caosa: HeepoaocuvecKue HapyuerHus y HOSOpO.’)ICaeHHle, UHmMpaHama.nibHoe nopajcerue n./zoaa, nosuuus na0oa epoz)ax, aKy-
uepcmeo, demckas Heepoocus
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Objective: to provide the comparative characteristics of neurological impairments in infants born in the I and I1 obstetric positions and to fol-
low them up in the neonatal period.

Subjects and methods. A total of 133 infants born by vaginal delivery at 38—41 weeks» gestation in 2014 to 2016 were followed up. All the ex-
aminees were divided into 2 groups: 1) 71 neonates born in the [ obstetric position; 2) 62 babies born in the 11 position. Their clinical exami-
nation encompassed an analysis of the course of delivery, neurological examination of the newborn in the first hours of life with a subsequent
Jfollow-up evaluation at the time of his/her discharge from the maternity unit.

Results and discussion. The examined groups were comparatively analyzed in terms of a number of indicators. The data of objective neuro-
logical examination showed a significant difference in some symptoms: cephalohematoma and torticollis were more common in the group
of infants born in the 11 position. Comparison of the frequency of neurological impairments at different follow-up stages (at birth and at discharge
from the maternity unit) revealed their statistically significant reduction in both groups. However, the frequency of neurological symptoms among
Group 1 infants (born in the I position) at their discharge from the maternity unit was significantly reduced (from 77.5to 38.0 %; p < 0.001), and
those in Group 2 infants (born in the 11 position) substantially unchanged (from 87.1 to 79.0 %, p = 0.125). The slight regression of neuro-
logical symptoms in Group 2 suggests that intranatal nervous system damage is more severe in the infants born in the 11 position.

Conclusion. To define the position of a fetus during labor is an important component in the prevention of intranatal injuries.

Key words: neurological impairments in newborn infants, intranatal fetal injury, fetal position during labor, obstetrics, pediatric neurology
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OnHoil U3 Haubosiee aKTyaJbHbIX MEAUIIMHCKUX
U COLIMAJIBHBIX TTPOOJIEM SIBJISIETCS POIOBOI TpaBMaTU3M
roaa. HecMoTpst Ha BHeIpeHre HOBBIX TEXHOJIOTHIA B Me-
JTUAIIAHY, IPaKTUKa BeIEHUs POJIOB OCTACTCST TIPEXKHEIH,
U YPOBEHb HEBPOJIOTMYECKMX HAPYIIEHU Y MJIaJIeHIIEB
HE UMEET TeHIEeHIIMU K CHUXeHMIo. M3-3a OTCyTCTBUS
eIMHOIYIINS B IOHUMAHUY MATOTeHE3a POIOBOI TPaBMBI
CBelieHUs 0 ee yacToTe pasHopeuusbl — ot 0,4 1o 70,0 %
O TaHHBIM pa3HbIX aBTOPOB [3, 7, 11].

K cdakropam prcka HaTaJabHOW TPaBMbI OTHOCSIT-
csl IpOOJIEMBI CO CTOPOHBI MaTepu (cJ1aboCTh POIOBOM
JIEeATeIbHOCTH, Y3KUI Ta3, OTSITOIIEHHBIN MPEIbITy i
aKkyIlepcKuii aHaMHe3 U 1p.), Tioaa (Macca Tejia, CpoK
recTallii, MOPOKU Pa3BUTUS, XpOHUUECKasl BHYTPHU-
yTpoOHAas TUITOKCHS, aCHHKINTHYECKOE BCTaBJICHHE
TOJIOBKM, OOBHTHE ITyIIOBUHOM U 1p.). Bo3aeiicTBoBaTh
Ha OOJIBIIMHCTBO M3 HUX HE MPEACTaBISICTCSI BO3MOXK-
HBIM. B TO Xe BpeMsl HaTaJbHBIC ITOBPEXICHHUS 4acTO
00YCIIOBJICHBI ITPOTeHHBIMU (pakTopaMu. Cpeny HUX oc-
HOBHBIM SIBJISICTCST HEAOCTaTOYHASI MTH(POPMUPOBAHHOCTH
aKyIIepOB-TUHEKOJIOIOB O MOBPEXIAIONMIeM ACHCTBUMI
Ha MO3T IUIOJA JaXe YMEPEHHOUM TMITIOKCUM B TEUCHHE
oepeMeHHOCTU. M3yueHMne mocaencTBUil JIUTEAbHOMN
YTPO3HI IIpephIBaHUSI OEPEeMEHHOCTH, a BO3MOXHO U €€
MEIMKAMEHTO3HOTO COXPAaHEHMUSsI, TT0Ka3al0 BbICOKUIA
MPOIIEHT F'MMOKCUHN-UIIEMUU MO3Ta HOBOPOXKICHHOTO,
MPOSIBIISIIOLIEICSI PAHHUMU U OTAQJIEHHBIMU HEBPOJIO-
rMYecKUMHU paccTpoiictBamu [2, 4, 16—18]. Kpome aT0-
ro, pOAbl IIPU IJUTEIBHOM COXpaHEHUU OEPEeMEHHOCTHU
HACTyMaloT WM PaHbIIIe MOJOXEHHOTO IeCTalluOHHOTO
CpoKa, WM MOo3Xe, MpUYeM IpU MePEeHOIEHHOCTH —
Ha ¢oHe pomocTuMyasuuu [2, 16]. U Tot, u apyroi
dakTophbl, 6e3yCIOBHO, TPaBMAaTUYHBI IJIs TJI01a, HAX0-
JIUBIIETOCS B COCTOSIHUU TMITOKCUH Ha MPOTSKEHUU Beel
OepeMEHHOCTH.

HMHTpaHaTalbHBIM OBPEXIEHUSIM HEPBHOM CHUCTeE-
MBI TIJIOJA TTOCBSIIIEHO MHOXECTBO MCCIeNOBaHUM [7—
12]. TpaBmaTu3aluysi Mo3ra HOBOPOXKAEHHOTO MPU MpU-
MEHEHMU aKyIlIePCKUX MOCOOUIA He BbI3bIBA€T COMHEHMIA:
BaKyyM-3KCTPaKIIMsI, aKylIepCKKUe MIUILbI U T. 1. Ho 310
«Mepa OTYastHUS» MPU HEBO3MOXXHOCTHU U3BJICUEHUS T10-
la Ha (poHe CTOWKOI c/1abOCTU POJOBOI AeSATEIbHOC-
TH, aCUHKJIMUTUYECKOM BCTaBJICHUU TOJIOBKH, TUCTOIUYN
IJ1eYnKoB. bojibioe HeroyMeHre KBaTuMUIIMPOBaHHBIX
TePUHATOJIOTOB U IETCKUX HEBPOJIOTOB BBI3bIBAECT HE-
aZieKBaTHas aKyllepcKasi aKTUBHOCTb TTPU HOPMaJTbHOM
TEYCHUU OEPEMEHHOCTH U POJIOB: MHUITMAIIUST POIOBOTO
aKTa TpU OTCYTCTBUM OOBEKTUBHBIX MTOKA3aHUI U CUM-
IITOMOB MEPEHOIIEHHOCTH, 00€300JIMBaHNE B TIPOIIECCe
pPOMOB, TIPUMEHEHNE AaHTU(PUZNOJOTUIECKOTO PeXruMa
«COH—0O0/IPCTBOBAaHME» , TPAKIINS 3a TOJIOBKY TUIO/A, ME-
XaHWYECKOE «BbIIABIUBaHUE» Iona U T. 4. [3, 11]. Takum
00pa3oM, TOHUMaHWe (PU3NOJIIOTUN POJOB U UX OCHOB-
HOTO Te3MCa: «POAbl HAUMHAET TIJI0/», & TAKXKE CHIKEHUE
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aKyIIepCKOM aKTUBHOCTH MOTYT YMEHBIIIUTH ITOKA3aTeJIN
POIOBOTO TpaBMaTH3Ma, IIPEeXIe BCEro SITPOreHHOTO.

[MpuHATO CUUTATh, YTO POMOBOI TPAaBMATU3M XapaK-
TEPEeH JIJIST MaTOJIOTMIECKU TTPOTEKAIOIIX POJIOB, HO MPH-
3HaKW HATaJIbHOM TPpaBMBI HEPEIKO OOHAPYKMBAIOTCS
W'y MJIaJICHIIeB, TTOSIBUBIIIMXCS HAa CBET B pe3yibTaTe (pu-
3uosiornyeckux poaos [11—13, 14, 19]. Dot dakT TpedyeT
nanbHeimero uzydeHus. OnpeneneHue ¢GakTopoB pUcKa
HaTaJIbHO 00YCIOBJIEHHBIX HEBPOJIOTMUECKUX PACCTPOUCTB
py HGU3NOJIOTUYECKOM TEUEHUU POJIOB — TIPUOPUTETHAS
3a/a4a MpakTUYECKOTO 3[PaBOOXPAHEHUSI.

B MmpoBOi1 1 0OTeUeCTBEHHOM TUTEPAType OTCYTCTBYIOT
HayJHbIC TaHHBIC O B3aMMOCBSI3U 3aTBUJIOYHOTO TIpeiIe-
JKaHUS 101 W TTOPaKeHUs HEPBHOM CUCTEMBI HOBOPOXK-
neHHoro. M3ydyenbl MexaHu3mbl ponoB B | u 11 nmo3uiiuu,
OTMEUAaeTCs pa3HMIIA BCTABJICHUS TOJIOBKH B IIJIOCKOCTH
MaJIoro Tasa (CarmTTaJIbHBIN IIIOB B IIPAaBOM KOCOM pa3Me-
pe, MaJIblil POTHUYOK clieBa — | TTO3UIINST; caruTTaIbHBII
1IIOB B JIEBOM KOCOM pa3Mepe, MaJIblii POTHUYOK CITpaBa —
I mo3umus) [1, 5, 19].

HecMoTps Ha HEeZOCTATOUHYIO M3YYCHHOCTH MeE-
XaHM3Ma POIOB MPU Pa3HBIX BapuaHTaX IpeiIeKaHus,
aBTOPBI €NMHOMYIITHBI B MPU3HAHUM OYEBUIHOIO (hak-
Ta — BaXXHOCTU TMHAMHMYECKOTO OCMOTPa HOBOPOXIEH-
HOTO C TIEPBBIX YaCOB XM3HU, TOMMMYSCKON TMAarHOCTUKHU
PaHHUX HEBPOJIOTUIECKUX CUMIITOMOB, a TAKXKe B TIOHU-
MaHMH TOTO, UTO PErpecCHsl HEBPOJIOTUUECKON CUMIITO-
MAaTHKU Y HOBOPOXXICHHBIX HE MOXET CBUIECTEILCTBOBATh
0 moJiHOM OJytaroniony4yuu [11]. JleTn ¢ TpaH3UTOPHBIMU
HEBPOJIOTUYECKUMU HAPYIIEHUSIMU OTHOCSITCS K TPYTIIe
pHcKa IMOCAEAYIOIEro Pa3BUTUS MTO3AHUX, OTCPOUYESHHBIX
HEBPOJOTMYECKUX OCTOXKHEHUMN: MHCYJIBTHI, LIehaaruu,
SMNUJIENICUS, PAHHUU IIEHHBIA OCTEOXOHIPO3, HOYHOM
aHype3 u ap. [9, 11, 12].

ITpakTuka rmokasbIBaeT, YTO MPU OCMOTPE HOBOPOXK-
JNIEHHOTO 3HAaYeHNWe MHOTUMX CUMIITOMOB HEIOOlICHUBA-
eTcsl HeoHaToJoramu. Tak, 3axoXJAeHue KOcTeil yeperna
HOBOPOXIEHHOIO MOXET CJIY>KUTh MPU3HAKOM POAOBOI
YepernHO-MO3roBoit TpaBMbI [3, 5]. JUCUUPKYISITOPHO-
reMopparuyeckuii CHHIPOM — CUMIITOMOKOMILIEKC,
npenaoxeHHbiid I[1.C. badbkunbim (2004), siBaseTcs A0-
CTOBEPHBIM MMOKa3aTesJieM HapylIeHUS 1epeOpasbHOTro
KPOBOOOpPAIIICHUST BCJICACTBUE HATaJIbHOM TpaBMbI. OH xa-
paKTepHU3yeTcsl CIIeAYIOIIMMU IIPU3HAKAMM: [I1AHO3, OYT-
JIOBAaTOCTb JIN1IA, MEJIKOTOYCUHBbIE TeMOPPAaruy B 00J1acCTh
KOHBIOHKTUBBI U KOXU JIWIIA, JBUTATEIbHOE YTHETCHUE
[3]. o nanubiM E.A. Mopo3zoBoii (2012), nucunpkysi-
TOPHO-TeMOppParMyecKuii CHHAPOM BCTpevaetcsiy 42,9 %
MJIaJIEHIIEB ¢ HEOHATaJbHBIMU cyaoporamu [9].

Kedanoremaroma y HOBOPOXIEHHOTO OCTaeTCs
B OOJIBIIIMHCTBE CJIy4aeB HEJIOOIEHEHHOI HeoHaTo-
JloraMy U TeauaTpaMu, B TO BpeMsl KaK OHa SIBJISIETCS
JIOCTOBEPHBIM CJIEICTBUEM POJOBOI TpaBMBI ueperia
¥ TOJIOBHOTO MO3Ta; BHYTPUUEPEITHbIC KPOBOUBIUSIHUS
10 JaHHBIM HelipocoHOrpadmy 1 MAarHUTHO-PE30HAHCHOM
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ToMOTpauu y HOBOPOXKAEHHBIX ¢ KedajsoreMaToMoit
MMOATBEPKAaloT 3TOT (pakT. [1o TaHHBEIM psiTa aBTOPOB,
yacrtora Kedanorematom cocrasiset 0,5-4.9 % [5, 13].
Cunraetcs, yto y 20—50 % HOBOPOXIEHHBIX Kedaaore-
MaTroMa COYeTaeTCsl ¢ TpelUlMHAMU Yeperia, a MmepeoMbl
KocCTeli yeperna HabmonaoTes B 1,7 % ciaydaeB mpu Ta-
30BOM Mpemiexkanuu u B 7,0 % — npu IpUMEHEHUH aKy-
LIEPCKUX IIMIILOB U BaKyyM-3KcTpakimu [6, 20]. [Tomumo
TPEIINH K CUMITTOMAaM POIOBBIX ITOBPEXKICHUI OTHOCSTCS
Brasiienus kocteii uepena. O.J1. Liumb6an (1968) Bbiaess-
€T JIOXKKOOOpa3HbIe, KeJI0OOBUIHBIE, BOPOHKOOOpA3HBIE
BIABJICHUsI, KOTOPbIE Yallle BCETO pacIioyiaraloTcs Ha Te-
MeHHoM Koctu [15]. VY neteit, poauBiumxcs B | mo3unuu,
KedamoreMaToMa M TPEIIMHBI Yeperna Jallle pacioara-
I0TCS B 00JIACTH MPAaBOI TEMEHHOM KOCTH, Y POKICHHBIX
Bo 11 mTo3uiiim — B J1eBOIT TEeMEHHO# KOCTH. DTO eIlle OMIH
¢aKkT B MOJIB3y TOTO, YTO OCHOBHBIC MTATOJIOTMUECKHE M3~
MEHEHUS CO CTOPOHBI MSITKMX TKaHE U KOCTell yeperna
IMOTIMHSIOTCS OOIIIMM ITATOTEHETUYECKUM MEXaHU3MaM,
CBSI3aHHBIM C OMMOMEXaHU3MOM POJIOB.

ITpu ocMoOTpe HOBOPOXKICHHOTO B POIMIBHOM JOME
NpU3HAKKW HAaTaJbHOUW TPaBMbI LIEMHOIO OTIE]a IMO3BO-
HOYHHMKA M CIIMHHOTO MO3Tra MOTYT CKJIAIbIBATLCS U3 He-
CKOJIBKUX CUMIITOMOKOMITJICKCOB:

* IIEPBUKAJbHBIC CUMIITOMBI: «<KOPOTKOMU IIIeW», ITO-
[epeyHble CKIAIKK Ha ILIee, «KyKOJIbHOM FOJI0BKM» — BO3-
HUKAIOT P MePepacTsKeHUHN IIeH B IIPOLIECCE TKEIIbIX
POIOB C MOCIECAYIOIINM PedIeKTOPHBIM COKpallleHUueM
o TUITy «(peHOMeHa rapMOILIKM»;

* MUATOHMYECKMI CUHAPOM — UILIEMUS PETUKYJISIP-
HOM (popMalLiMu TIpPU clla3Me BepTeOpalbHON apTepumu,
XapaKTepMU3yeTcsl BbIpaxKeHHOU AU GY3HOM MBIIIEYHOI
runotoHueit. CUMITOMBI: «I103a JIATYIIKW», CUMIITOM
«0OJIBIIOrO MaJjblia», TUIIEPMOOUIBHOCTh CYCTABOB;

* mape3 OPIOIIHBIX MBILIL (MOXET ObITh OMHO- WU
JIBYCTOPOHHUM). [Tp1 01HOCTOPOHHEM MOPAKEHUU Mape-
TUYHAas TTOJIOBMHA OPIOITHOM CTEHKHU CJIeTKa BbIMSYMBa-
eTcs U MYTIOK MpU Kpuke cMeltaercs. [Ipu aBycTopoHHe
JIOKaJIM3aliM Mpoliecca MPUMEHSIOT MTpo0y ¢ HalaB/Iu-
BaHMEM Ha XHMBOT BO BpeMs IJIaya — KPUK CTAaHOBUTCS
3HAYUTEJILHO TPOMYE;

* Ta30BbIC PACCTPOIMCTBA ITO TUITY ICTUHHOTO Helep-
SKaHMST MOYM 1 KaJia B pe3yJIbTaTe IMMOPaKeHUS TUCTATEHBIX
OT/IEJIOB CIUHHOTO MO3ra, KOHyca 1 UIIIeMUHU B bacceiiHe
aprepuii Jleripox-ToTTepoHa;

* CPBITMBAHUS — MOTYT OBITh OOYCJIOBIICHBI MIIIEMU-
el CTBOJIa MO3Ta MPM TpaBMaTU3alMU IIEHOTO OTIea
ITO3BOHOYHMKA;

* HelporeHHast KOCOJIaNloCTh — BO3HUKAET ITPH Iopa-
>KEHUH TTOSCHIUYHOTO YTOMIIEHUS M CyIIpacerMeHTapHBIX
CTPYKTYp, B pe3yJIbTaTe 4eT0 KIIMHUYECKH OTIpeIeIsIeTCs
codeTaHMe BSIIOTO TTape3a ¥ MUPaMUIHON CUMITTOMATHKH.
ITpu MuaToHNMYecKOM cUHApOoMe T hy3HAST MBITIICTHAS
TUTIOTOHUS W TTMpaMUIHAs HEJOCTaTOYHOCTh B HOTax
3a CUET BOBJICUCHMSI MTMPAMUIHBIX IyTell Ha CTBOJIOBOM
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YPOBHE TaK:Ke MPUBOILT K (hDeHOMEHY BTOPUYHOM Heii-
POTEHHOI KOCOJIAIOCTH, KOTOpasi CTAHOBUTCSI OUEBUIHOMN
YK€ B ITepBbI€ Yachl XKU3HU HOBOPOXKIEHHOTO.

TpeOyloT NMpaBUIbHOW U CBOEBPEMEHHOU OLIEHKU
KJIMHUYECKAE CUMIITOMEBI, XapaKTepHbIC IS «aKyIIep-
CKMX» Mapajnyeil: CHMITOM «KyKOJIbHOH pyuku» HoBuka
(pyuka KaxeTcs MPUCTABICHHOM K TYJIOBUILLY U OTAESET-
Cs1 OT HEero NIyOOKOU CKJIaAKOW — MPOHATOPHAs YyCTAHOB-
Ka TIPOKCUMAaJIbHBIX OTHCIOB Ijieda), cuMntoM PuHKa
(«1IenKaHbe» B MJIEUEBOM CYCTaBe 3a CYET BBIPAKEHHOM
TUTIOTOHWU MBIIIIIL pYKH ), CUMIITOM «OCTPOBKa» (00MIIe
TOTIEPEYHBIX CKJIAMOK B MOIMBIIICYHON SIMKE), KPUBO-
1Iesi, «IepBUKAJIBHBIC» CUMITTOMEL.

ITpu ocMOTpe HOBOPOXKICHHBIX MOTYT OBITh BBISIBJICHEI
KJIacCUIecKue TIPU3HAKY HAapYIIeHUS] THHEepBAaIlU HEKO-
TOPBIX YepeITHO-MO3TOBEIX HepBOB (UMH). 3aTpynHenue
COCaHMS — OIVH M3 HanOoJIee Me3a0MINTUPYIOIINX 1 Ja-
CTBIX CUMIITOMOB, KOTOPBI TPaKTyeTCs BpadaMy OYeHb
mo-pa3HoMy. Hanbosee n3BecTHOE OOBICHEHNE TaHHOTO
CHMIITOMA — 3TO MPOOJIEMBI C COCKOM MaTepu. 3apyoex-
Hasl OOIIETIPUHSATAS TIO3UIIVS B OTHOIIICHUN BSITIOCOCYIIIETO
pebeHKa COCTOUT B YAYUIIICHUHN B3aNMOICHCTBUS B THAEe
«MaTb—pebeHoK». He uckimouast BaXKHOCTU 0COOEHHOCTEM
CTPOEHUS COCKa M HapyIIeHUsS] MHTePaKTUBHBIX CBSI3eit
MEXIy MaTepblo 1 HOBOPOXKICHHBIM, OCOOCHHOE 3Haue-
HHE ITPUOoOpEeTaeT OLIEHKA TaXkKe MUHMMAJIbHOM MaTOJIOTUI
YepeITHO-MO3TOBOI MHHEPBALIMY KaK IJIABHON MPUYMHBI
HapYIIEHUST COCAaHMSI: CIabOCTh XXKeBaTeJbHbBIX MbIIIIL (V
YMH), kpyrosoii meiisl pra (VII YUMH), a3eika (XII
YMH). OtBucaHue HIKHEH YeI0CTU C OMHON CTOPOHBI,
aCHMMETPUSI CTOSTHUST aJTbBEOJISIPHBIX OTPOCTKOB BOZHUKA-
10T IIPU TTIOPAKEHUU JBUTATEIbHON MOPLUUA TPOUMHUYHOTO
Hepsa (VUMH) (puc. 1).

Puc. 1. Acummempus cmosiHus anrbeeoAapHbIX 0MPOCMKO8 y pebeHKa ¢ no-
padicenuem 08U2amenbHol NOPYUU MPOIHUMHO20 Hepea

Fig. 1. Asymmetry of alveolar bones’ standing at a child with the damage
of the motor division of the trigeminal nerve
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Puc. 2. ITopaxcenue auuesoeo nepsa no nepughepuseckomy muny y pebenka
¢ po0060oIl mpasmoi

Fig. 2. Peripheral type damage of the VII cranial nerve (facial nerve)
in the child with birth injury

CnaboCTh MBIIII BepXHE M HUXHEH IMOJOBUHBI
JINIIa HAaOJIIogaeTCsl TIPH TTOBPEXKICHUN JTMLIEBOTO HEPBa
(VII YMH) o nepudepuueckomy tumy (puc. 2); cia-
0OCTbh TOJIBKO HMKHEI YaCTU JIMLIEBOU MYCKYJIaTyphl —
Mpu LIeHTpaJbHOM Tute ropaxeHus: VII HepBa, Hepeako
COMPOBOXKAAET FTeMUIIape3 Ha CTOpPOHe ropaxkeHus [11].

TakuMm o0pa3oM, oueBHIHA HEOOXOAUMOCTh JaJIbHE -
IIHX UCCIeTOBaHUI B HEBPOJIOTUN HOBOPOKIEHHBIX C OC-
HOBHOM 1IEJIbIO0 CHIDKEHUSI MHBAJIUIAHOCTU U MPOohUIaK-
TUKU PAaHHUX U TTO3THUX HEBPOJOTUUECKUX PACCTPONCTB.

Iexpb uccnenoBaHua — CpaBHUTEIbHAS XapaKTEPUCTH -
Ka HEBPOJIOTUYECKUX HAPYLUIEHUNA Y NETEM, POXKIEHHBIX
B I n Il mo3uuusax, ux AMHaAMUKKA B HEOHATaJAbHOM IIe-
puone.

Mamepuanbi u Memopbl

WM3ydeHbl JaHHBIE O COCTOSIHUM 340pOBbsl 133 ne-
Teil, pOOMBILIUXCS HA CpoKe rectaiuu 38—41 Hen B Ie-
pyoxn ¢ 2014 mo 2016 T. B poamiibHBIX momax Ne 1, Ne 3,
POAMIIBHOM OTaeJeHUU Pecry0aMKaHCKOM KIMHUYECKON
oompHUIBI Ne 2 . Kazanu. Bee mcciienyemblie ObLTH pas-
JieJIeHbl Ha 2 rpymiibl; 1-10 coctaBui 71 HOBOPOXKIEHHBbIMA,
pomuBImiics B I mo3unmm; 2-10 — 62 MiTageHIia, KOTOPEIE
ponunuck Bo Il akyiiepckoi No3uLIMu.

KiumHnuyeckoe ncciieioBaHre BKIIIOYAIO: aHAIU3 Te-
YEHMS POJIOB, HEBPOJIOTMUYECKUIA OCMOTP HOBOPOKIEHHO-
TO B ITIePBBIC YaChl XKM3HU C MOCIICAYIOIIEH JMHAMUYECKON
OILICHKOI K MOMEHTY BBIITUCKH U3 POIUIHLHOTO OTACIICHMS.
ITo nmokazaHusIM MPOBOAUIN HeHipocoHOTpaduio.

JJIs cTaTUCTUYECKOTO aHaiM3a JaHHBIX B paMKax
HACTOSIIETO MCCICAOBAHUS MPUMEHSUIN CIIeIYIOIINe
MeTonbl. Kaxmyro M3 cpaBHUBaeMBIX COBOKYITHOCTEH
OLICHVBAJIM Ha MPEIMET COOTBETCTBUS 3aKOHY HOpMaJTh-
HOTO pacrpeaesIeHs ¢ TOMOIIBIo KpuTepust Kommoropo-
Ba—CwmupHOBa. B ciaygae moarBep:kaeHUST HOpPMaJIBHOTO
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pacrpenejeHust COBOKYIMHOCTEN MOJTyYeHHbIE TaHHbIE
O0BEAUHSIIN B BapUALIMOHHBIE PSIIbI, aHATU3 KOTOPBIX
BBITMOJIHSJIM C IMOMOIIBbIO METOIOB MapaMeTpuuecKoi
cTaTUCTUKU. [1pu cpaBHEHUU IBYX KOJTUYECTBEHHBIX MO~
KazaTeJsieil mnpuMeHsiu t-kputepuit CTbloAeHTA.

J71s1 cpaBHEeHMSI TToKa3atesieid, MpeCcTaBIeHHbIX B HOMU-
HaJTbHOI 11IKaJIe, MEXy UCCIIeyeMbIMU IPyIIaMUu UCTIOb-
3oBay Kpurepuii ¥ IupcoHa. B Tex ciyyasx, Korjia 4ucio
0XMIaeMbIX HaOJTIOICHUIA B TIOOOI U3 sTYeeK YeThIPEXTIONb-
HOW TaGnu1bl OBUTO MEHEe 5, 11 OLIEHKU YPOBHS 3HAYM-
MOCTH Pa3INynii oKa3aTeseid, MpeaCcTaBIeHHbIX B HOMU-
HaJIbHOM 11IKaJie, MPUMEHSUIA TOUYHbIN Kputepuii Puirepa.
CpaBHEHUE YaCTOThl HEBPOJIOTUYECKUX HAPYIIEHU B -
HaMMKe BBIMOJTHSUIN C OMOLLbIO KpuTepust x> Mak-Hemapa.

Paznuuug nokasaresneil cuuTany CTaTUCTUYECKU 3HA-
YUMBIMU TIpU ypoBHE 3HaUnMOCTH p < 0,05. CtaTuctiye-
CKWI aHaJIU3 TPOBOJUIIA C UCTIOJIb30BAHUEM MTPOTPAMMBI
IBM SPSS Statistics 20.

Peaynbmambi

[1pu cpaBHEHUH OLICHKI COCTOSTHISTI HOBOPOKIIEHHOTO
o 1ikaje Anrap Ha 1- 1 5-if MUHYyTaX IOCJIe POXKICHUS
B 3aBUCHMOCTH OT ITO3UIINY OBUTH ITOJTYISHBI CICIYIOIIe
naHHble. CpenHsIs OLIeHKAa COCTOSTHUS HOBOPOXIECHHOTO
o mKaje Anrap Ha 1-ift MuHyTe Tipu | mo3unum mioxa
cocraBwia 7,34 £ 0,09 6ayuta, pu 11 — 7,26 £ 0,18 Gauia.
Ha 5-i1 MuHyTe cpenHsis oleHKa npu | mo3uumnm yBeamuu-
nack 10 8,11 £ 0,08 6ayna, mpu 11 — 10 8,16 £ 0,12 6asua.
Takum o6pa3oM, He YCTAHOBJICHO CTATUCTUYECKM 3HAUM-
MBIX PA3JIMYMI TTOKa3aTesieil B 3aBUCUMOCTH OT MO3ULIUN
(p = 0,685 u p=0,723 npu cpaBHEHUM OLIEHOK Ha 1-i1
M 5-71 MUHYTaX COOTBETCTBEHHO).

YacToTa CUMIOTOMOB TUIIOKCUM MPU POXICHUU
U MCIOJIb30BaHUS METOAOB PECIIMPATOPHOM MOAIEPKKIU
B POAWJIBHOM JOME B MCCIEIyeMbIX I'pyInax oka3ajlach
cornoctaBuMoii (p > 0,05 Bo Becex ciydasix). Bcero B ocHOB-
HO TpyIIIe CUMITTOMBI THITOKCHY OTMedeHbI Y 9 (14,5 %)
neteii, B rpymiie cpaBHeHust — y 10 (14,1 %). Pasnuans
HCClIeTyeMbIX TPYIIT IO TaHHOMY MPU3HAKY TakxkKe ObLIU
CTaTUCTUYECKU He3HauuMbl (p = 1,0).

Hawubosee BaxkHy10 YacTh MCCIeNOBaHUS MTPEICTaB-
JIsT 0ObEKTUBHBIN HEBPOJIOTUYECKUI OCMOTP TIPU POXK-
JEHWU B 3aBUCUMOCTH OT MO3UILMH Tioaa. [ToxydeHHbBIE
JNaHHble oTpaxkeHbl B Ta0a. 1. CoracHo pe3yabTaTam
MMPOBEJACHHOTO CTaTUCTUYECKOIO aHaIM3a HEBPOJIOTH -
YeCcKHe HapylIeHUs oTMedainuch y 77,5 % malueHTOB
1-ii rpynst n'y 87,1 % — 2-ii rpynmbl. Takum oGpasom,
001IMe Pa3TuIus YacTOT OBUTU CTATUCTUIECKN HE3HAUM -
MbIMU (p = 0,15). TeM He MeHee BbISIBJICHbBI TOCTOBEPHBIE
pa3aIuuMs TT0 HEKOTOPHIM HEBPOJIOTUYECKUM CHUMIITO-
maM. Tak, Bo 2-i rpyIne CyllecTBEHHO vanle Habaona-
JIMCh 3aCTOMHBIN LmaHo3 auua (p = 0,033), kedanorema-
Toma (p = 0,049) u kpusoures (p = 0,025). [padpuueckoe
CpaBHEHME YaCTOThl YKa3aHHBIX CUMIITOMOB TIPEICTaB-
JIEHO Ha puc. 3.
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Ta6auua 1. Jannvie Hesposocuueckoeo 0CMOMpPa HOBOPOICOEHHbIX 6 1-e CymKu HCU3HU 6 3a8UCUMOCIU OM NO3ULUU NA00A 8 POOAX
Table 1. Data of the neurologic examination of newborns at the 1° day of life depending on the fetus position at birth

4 5,6 8 12,9

Symptom

3axoxkIeHre KOCTei yepemna no CaruTTaibHOMY IIBY
Overriding of cranial bones by sagittal suture ? ?

0,248

AcUMMeTpHS abBEOJISIPHBIX OTPOCTKOB (D)
Asymmetry of alveolar bones 0 0 1 1,6 0,466

AKpOILIMaHO3 JINLA 5 7,0 6

Facial acrocyanosis 9,7 0,814
3acTOWHBIN ITMAHO3 JIUIIA *
Stagnant facial cyanosis 2 2,8 9 14,5 0,033
KedanoremaroMa, B TOM YKCJIE: 1 1,4 6 9,7 0,049(®)*
Cephalohematoma, including:

cripaBa 0 0 3 4,8 0,099(®)

at the right

cleBa 1 1,4 3 4.8 0,338(®)

at the left
Kpuporiest (@)«
Torticollis 1 1,4 7 1,3 0,025
TTonoxurensHblil cumnTom [pade 1 1.4 0 0 1.0@)
Positive Grafe symptom ’ >
CHHIPOM CPhITUBAHUS 1 1.4 1 16 1.0@
Rumination syndrome 9 ’ ’
Tpemop 1 1,4 3 4,8 0,338

remor
[emopparuyeckuii CHHApOM 13 18.3 15 242 0.406
Hemorrhagic syndrome 9 ’ ’
CHMIOTOM KOPOTKOI 11en (@)
Short neck symptom 4 5,6 4 6,5 1,0
Hapyuierist Toryca i 50 70,4 49 790 0,256
Muscular dystonia ’ > >
TunepToHyc Mo NnMupaMUaIHOMY TUITY
Spastic (pyramidal) hypertonus 6 8,5 5 8,1 1,0
JlucrtoHus (@)
Dystonia 1 1,4 2 3,2 0,598
IMo3a «rsarymkm» (@)
Frog position 1 1.4 0 0 1,0
Juddy3Hast MbleyHast TMITOTOHUS
Diffuse muscular hypotonia 43 60,6 42 67,7 0,39
HeiliporeHHast KocoaanocTh (@)
Neurogenic club-foot (pes vagus) 1 1.4 0 0 1,0
CHHIPOM «ITITOYHBIX CTOIT» 0 0 1 16 0.466(®)
Heel feet syndrome ? ?
[unepToHyc HUXKHUX KOHEYHOCTEH, TUITIOTOHYC BEPXHUX KOHEUHOCTEM 0 0 1 16 0.466(®)

Hypertonus of lower extremities, hypotonia of upper extremities
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Oxonuanue mabauywt 1
End of table 1

Fetus position

Hapymenue mponprolienTuBHBIX pehIeKCOB, B TOM YKCIIE:
Proprioceptive reflexes alteration, including:

CHUXEHUE

decrease

TIOBBILLIEHNE

increase

CHukeHue 0e3yCcTIOBHBIX peIeKCOB
Decrease of unconditional reflexes

Bceeo
Total

, , 0,121
15 21,1 7 11,3 0,128
3 4,2 2 3,2 1,0(®
10 14,1 7 11,3 0,825
55 77,5 54 87,1 0,15

*Pazauuus nokasameneii cmamucmuuecku suavumst (p < 0,05); (¥ pazauuus oyenusanu ¢ nomoussio mounoeo kpumepus Puuepa.
*Differences of indices are statistically valuable (p < 0,05); (¥ differences were evaluated by exact Fisher criteria.

Oco0eHHYI0 aKTyaJIbHOCTh TIPEACTaBIIsIIa JUHAMUKA
HEBPOJIOIMUYECKOM CUMIITOMATUKM B TEUEHUE HEOHATAIb-
Horo Trtieproaa. B aTux 1esix 66110 BBIIIOJIHEHO CpaBHEHME
YaCTOThI HEBPOJIOTMYECKHNX HAPYLIEHUI TIPY POKIEHUU
U TIPY BBIITKCKE HOBOPOXKAEHHOTO U3 POAUIBLHOIO I0Ma
(oToesieHus) C OILEHKON CTaTUCTUYECKOM 3HAYMMOC-
TU pa3nvuMil Ipu oMolu Kputepus x> Mak-Hewmapa.
Ha nepBom aTare aHan3 TPOBOAVIIM TSl BCEil COBOKYII-
HOCTH, HE3aBUCUMO OT MO3UIWHU TIJI0Aa TIPU POKIEHUMN.
IMonyyeHHbIe JaHHBIE TIPEACTaBIEHbI B TA0. 2.

Hcxonst U3 MoJIydeHHOTo pacIpeacaeHNusT, MOXKHO
clenaTh BBIBOJ O CYIIECTBEHHOM YMEHBIIECHUU K MO-
MEHTY BBIITUCKHU U3 POAJIOMA YaCTOTHI TAKMX ITOKa3aTe-

14,5

ul no3uyma
I position

u |l no3uums
Il position

3aCTOiHbIN LMaHo3
nmua
Stagnant facial cyanosis

Keanoremaroma
(ephalohematoma

KpuBowes
Torticollis

Puc. 3. Cpasnenue wacmomol NpU3HaK08 NOPadiceHus HEPEHOL CUCHEMbI
6 3a8UCUMOCIU OM RO3ULUL NA00A NPU PONCOCHUU

Fig. 3. Comparison of the frequency of features of the nervous system damage
depending on the fetus position at birth

JIeii, Kak reMopparunueckuii cuaapom (¢ 21,1 no 16,5 %;
p = 0,031), HapymeHue MpIIIeyHoTo TOHYyca (¢ 74,4
10 38,3 %; p <0,001), B ToM unciie nuddy3Hast Mbliey-
Has runoronus (¢ 63,9 no 33,1 %; p < 0,001), Hapy1ie-
HHE TPOIPUOLEITUBHBIX pedekcos (¢ 20,3 1o 6,8 %;
p <0,001), B TOM uncie ux cHukenue (¢ 16,5 10 6,8 %;
p=0,004), a TakxXke CHUXKEHUE 0€3YCIOBHBIX Pe(IeKCOB
(c 12,8 10 6,0 %; p = 0,004) B 06eux rpynmax. B mieaom
B MCCJIEAyeMOli COBOKYIIHOCTH OBLIO 3aperucTpUpO-
BaHO CTaTUCTMYECKU 3HAYMMOE YMEHbIIEHUE YaCTOThI

CHinxeHue 6e3ycnoBHbIX pednekcos
Reduction of unconditioned reflexes

CHuXeHve nponpuoLLenTUBHbIX
pednekcos

Reduction of proprioceptive reflexes
HapyweHue nponpuoLenTuBHbIX
pednekcos

Deterioration of proprioceptive reflexes

NInddysHan MbilueyHas runoToHms
Diffuse muscular hypotonia

HapyweHus ToHyca MblLuL
Muscular dystonia

[emopparuyeckuit CiHapom
Hemorrhagic syndrome

0 10 20 30 40 5 60 70 80

 [lpu poxpeHun
At birth

u [pu BbinKcKe
At discharge

Puc. 4. Cpasrenue yacmomol HeaponocUecKux HapyuleHUuil Ha pasHvix Ima-
nax HabaroeHus (npu poscoeHuu U npu evbInUcKe)

Fig. 4. Comparison of the frequency of neurologic damages at different stages
of monitoring (at birth and at discharge)
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Tabmuua 2. CpasHeHue pe3yabmamos HepoN0UHEeCK020 OCMOMPA HOBOPOICOCHHbIX 8 OUHAMUKE: NPU PONCOCHUU U NPU BbINUCKE
U3 poounvHoeo doma (omaoeneHus)

Table 2. Comparison of the dynamics of the neurological examination results: at birth and at discharge from the maternity house (department)

Stage of monitoring
Symptom At birth At discharge

3axoXkIeHNe KOCTei yeperna Mo CaruTTaibHOMY IIIBY
Overriding of cranial bones by sagittal suture 9,0 9,0 ?

AcUMMeTpHs aTbBEOJISIPHBIX OTPOCTKOB 1 0.8 1 0.8 1.0
Asymmetry of alveolar bones ? ? ’
Kedanoremaroma
Cephalohematoma 7 5,3 7 5.3 1,0
Kpuporrest
Torticollis 8 6,0 3 3.8 0,453
¥peMop 4 3,0 2 1,5 0,687
remor
CHHIPOM CPHITUBAHUS
Rumination syndrome 2 1,5 2 L5 1,0
IemoppariecKHii CHHAPOM 28 21,1 22 16,5 0,031*
Hemorrhagic syndrome
CHHIPOM KOPOTKOM 11en
Short neck syndrome 8 6,0 6 4,5 0,5
ClaipIe I TEETEE W 99 74,4 51 383 <0,001*
Muscular dystonia
TunepToHyc Mo NnMpaMUIHOMY TUITY
Spastic (pyramidal) hypertonus 1 8,3 9 6.8 0,791
T 3 2,3 2 1,5 1,0
Dystonia > ? ?
Tloza «igrymku»
Frog position 1 0.8 1 0.8 1,0
Juddy3Hast MbleyHast TMITIOTOHUST o
Diffuse muscular hypotonia 85 63,9 44 33,1 <0,001
HeiliporeHHast KoconanocTh
Neurogenic club-foot (pes vagus) 1 0.8 1 0.8 1,0
CUHIPOM «ITATOYHBIX CTOTI»
Heel feet syndrome 1 0.8 ! 0.8 1,0
TunepToHyc HUXKHUX KOHEUHOCTEN, TMITOTOHYC BEPXHUX KOHEYHOCTEH 1 0.8 1 0.8 1.0
Hypertonus of lower extremities, hypotonia of upper extremities ? ? ’
HapyuieHue mponproLeNTUBHBIX pedIeKCOB, B TOM YUCIIE: 27 20,3 9 6,8 <0,001*
Proprioceptive reflexes alteration, including:
CHIVDKEHME 22 16,5 9 6,8 0,004*
decrease
MTOBBIIIIEHUE 5 3,8 0 0 0,063
increase
CHkeHue 6e3yCIOBHBIX pedIeKCoB 17 12.8 8 6.0 0.004*

Decrease of unconditional reflexes
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* Pazauuus nokazameneii cmamucmuuecku 3uaqumsl (p < 0,05).
* Differences of indices are statistically significant (p < 0,05).
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OkoHnuanue mabauuybl 2
End of table 2

Stage of monitoring

& diSCharge

58,6

109 §2,0 78 <0,001*

Tabmuua 3. CpasHenue dunamuxu Haubosee pacnpocmpaHeHHbIX He8POA0UYEeCKUX HAPYULEHU 8 UCCAeOYeMblX eDYNNAX

Table 3. Comparison of the dynamics of most spread neurological diseases in studied groups

Kind of neurologic symptoms

Hapy1ieHust MBIIIIEYHOTO TOHYCA

Muscular dystonia 50(70,4)
JuddysHas MbllieuHas TUITOTOHMS

. ’ 43 (60,6)
Diffuse muscular hypotonia
CHMXeHUE MPOMPUOLIENITUBHBIX
pedekcoB 15 (21,1)
Proprioceptive parareflexia
CHmXeHne 0e3yCTOBHBIX pe(IeKCOB 10 (14,1)
Decrease of unconditional reflexes ?
Bceeo
Total 53(77,3)

* Pazauuus nokazameneii cmamucmuiecku 3uaqumst (p < 0,05).
*Differences of indices are statistically significant (p < 0,05).

. pOSition
At birth At discharge . At birth At discharge .

18 (25,4)

18 (25,4)
3(4,2)

2(2,8)

27(38,0)

<0,001* 49 (79,0) 33(53,2) <0,001*
<0,001* 42(67.7) 26 (41,9) <0,001*
<0,001* 7(11,3) 6(9,7) 1,0
0,008* 7(11,3) 6(9,7) 1,0
<0,001* 54(87,1) 49(79,0) 0,125

HEBpOJIOTUYECKUX HapymeHuit ¢ 82,0 1o 58,6 % (p <
0,001). IMonyyeHHbIe JaHHBIE rpadUUYECKU MpeacTaB-
JIEHBI Ha puc. 4.

TIpencrasisier UHTEpeC COMOCTaBIeHUE TUHAMUKHI
HEBPOJOTUYECKUX HAPYIIEHU Y HOBOPOXKIEHHBIX B 3a-
BUCHMOCTH OT TMO3UIMU TIPU POXKACHUU. B 3THX 11ems1X
OBLT MPOBEICH CPAaBHUTEILHBIN aHAIN3 U3MEHEHWH Ya-
CTOTBI HanboJIee PacIpoOCTPaHEHHBIX HEBPOJIOTMUECKUX
paccTpOICTB B UccaeayeMbix rpymmax. [ToydyeHHbIe naH-
HbIE TIPEJCTaBICHBI B Ta0I. 3.

B pesynbraTe mpoBeaeHHOTO aHan3a ObIJI0 OTMEYe-
HO, 4TO IMHAMMKA YaCTOThI CHUXKEHUS TTPOTIPUOLICTITUB-
HBIX 1 0€3YCIOBHBIX pe(IeKCOB B UCCIIEAYEMBIX TPYIIIax

nMena pasnnaus. Ecim B 1-ii rpyIine 3aperucTprupona-
HO CTaTUCTUYCCKU 3HAYMMOE CHIKEHME YacTOTHI 000MX
noka3zateneit (p < 0,001 u p = 0,008 COOTBETCTBEHHO),
TO BO 2-i1 IpyIie K MOMEHTY BBIITMCKM OHA OCTaBaJIach
MpakTUYeCcKU Ha ToM ke ypoBHe (p = 1,0 B oboux ciy-
yasgx). B 1e10M yacTora HEBPOJIOTMYECKUX CUMIITOMOB
cpenu AeTeii, pOIUBIIMXCS B | MO3ULMK, K MOMEHTY BbI-
MMUCKU U3 POAMILHOIO AoMa (OTAeIeHUsI) CTaTUCTUYE -
CKHU 3HaUYMMO cHuKaach (¢ 77,5 no 38,0 %; p < 0,001),
a B rpymie poausLinxcd Bo 11 mo3uuuu — cyiecTBeHHO
He usmensuiach (¢ 87,1 10 79,0 %; p = 0,125). Jlunamuka
YACTOTHI HEBPOJIOTMYECKUX HAPYILIEHUI B IPYIIax Mpe/-
CTaBJIeHa Ha puC. 5.
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W [Mpv poxgeHum
At birth

M [lpu Bbinucke
At discharge

I no3uuma
I position

Il no3uuna
Il position

Puc. 5. Cpasnenue dunamuxu yacmomoi HegpoaOUHECKUX HAPYUIEHUIL 8 3a-
BUCUMOCIU OM RO3UUUU NA00A NPU PONCOCHUU

Fig. 5. Comparison of the dynamics of frequency of neurologic deteriorations
depending on the fetus position at birth

OngHuM 13 HanboJIee MIPOCTHIX U O0OBEKTUBHBIX ME-
TOIOB MCCJIEIOBAaHUS MO3ra Ha paHHUX 3Talax Xu3-
HU cuuTaeTcs HelipocoHorpadus. beiio mpoBemxeHO
CpaBHEHHNE HEHPOBU3YyadM3alMOHHBIX CUMIITOMOB
Y HOBOPOXIEHHBIX B 3aBUCUMOCTHU OT ITO3ULIMU TIJI0-
nIa mpu poxaeHuu (tabi. 4). B cooTBeTcTBUM C TIOJTY-
YeHHBIMU JAaHHBIMU UCCEAyeMble TPYMITbl He UM

3

CTATUCTUYECKU 3HAUYUMBIX Pa3IMUuii 110 YacTOTe Hapy-
LIEHUH, BBISIBJIEHHBIX C MIOMOIIBIO HelipocoHorpaduu,
3a UCKJTIOYEHUEM MHTPATIEPUBEHTPUKYJISIPHOTO KPOBO-
W3JIUSTHUS, CYIIECTBEHHO Yallle OTMeuyaBIIerocs B 1-i
rpynre (p = 0,02).

3aknioueHue

B rpynnie aereii, poausiiuxcs Bo 11 mo3uumu, Hadm0-
J1aI0Ch CTaTUCTUYECKU 3HAUYMMOE MpeodagaHnue TaKux
CHMIITOMOB, KaK KeajoreMaTroMa 1 KpUBOIIEsT, UTO SIB-
JISIeTCSl KIIMHUYECKUM MPU3HAKOM TpaBMaTU3allUM 10~
na B poaax. [1pu nuzyyeHUM TMHAMUKU HEBPOJIOTUYECKUX
HapyIllIeHW, BbISIBJICHHBIX PU POXACHUU U MIPU BbIU-
CKe€ M3 POAMJBbHOTO oMa, OTMeydasicsl CyIeCTBEHHbIM
X perpecc B 0d6eux rpymnmnax. ¥ miaaeHLeB, POXISHHBIX
B | mo3uiym, HEBPOJIOrMYECKUE PACCTPOIMCTBA 3HAUUTEb-
HO perpeccupoBaiv 3a IEpUOJ HAOIIOAEHUSI, B TO BpeMs
KaK BO 2-If TpyIIle OCTaBaJIuCh MTOYTH HEU3MEHHBIMU,
YTO CBUICTEIIBCTBYET O OOJIBIIIEH TSKECTU MHTPaHATATb-
HOTO TTIOBPEXIECHNST HEPBHOW CUCTEMBI IETEH, POXKICHHBIX
Bo Il mosuminm. [MomydyeHHBIN (hakKT MMeeT IpesKae BCEro
MPaKTUYECKOE 3HAYCHNE Y MOXKET OBITh OMHUM 13 aCIIeK-
TOB paHHEH MPOGUIAKTUKA HEBPOJOTMYECKUX HapyIIe-
HUI, KaK paHHUX, TaK 1 OTCPOUYCHHBIX.

Tabmuma 4. Yacmoma eviseaenus namosoeuveckux COCMOSHUL 8 3A8UCUMOCIU OM NO3ULUU NA00A NPU POJCOeHUU

Table 4. Frequency of revealing of pathological statuses depending on the fetus position at birth

Pathology

Fetus position

Jnnatanusi XKeay10uKOBOM CUCTEMbI
Ventricular system dilatation

TunepTeH3MOHHBIM CUHAPOM
Hypertension syndrome

HHTpanepuBeHTPUKYISIPHOE KPOBOUBIUSHUE
Intraperiventricular hemorrhage

Inmoxkcyecko-neMnIeckoe IIOpaKE€HUEC
Hypoxic ischemic disorder

Kucra nepuBeHTpUKYISIPHON 00J1aCTH
Periventricular cyst

CHMXeHre KPOBOTOKA B MEepeaHEN MO3roBOM apTepuu
Bloodflow decrease in the anterior cerebral artery

Cra3M MO3TOBBIX COCY/IOB
Spasm of brain vessels

Bceeo no dannwim Helipoconoepaguu
Total according to neurosonography data

3 4,2 0 0,0 0,248(®)
0 0,0 2 3,2 0,215(®)
9 12,7 1 1,6 0,02(®)*
10 14,1 9 14,5 1,0

1 1,4 1 1,6 1,0(®)
2 2,8 0 0,0 0,499(®
1 1,4 1 1,6 1,0®
15 21,1 11 17,7 0,623

* Pazaumus nokazameneii cmamucmuyecku snauumvt (p < 0,05); (¥ pazauuus oyenusanu ¢ nomoussio mouroeo kpumepus Quwepa.
*Differences of indices are statistically significant (p < 0,05); (¥ differences were evaluated by means of the exact Fisher’s criteria.
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MODERN TECHNOLOGIES IN THE DIAGNOSIS OF THE VISION ORGAN PATHOLOGY
IN PATIENTS WITH NEUROFIBROMATOSIS TYPE I (REVIEW OF LITERATURE)

A.S. OPshanskaya, N.A. Shnayder, D.V. Dmitrenko, E.V. Kozina, E. Yu. Chesheyko, A.V. Dyuzhakova
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The review provides information on the nature and the modern methods of diagnosis of vision organ disorders in patients with neurofibroma-
tosis type I (NF-1). The review of available full text publications in foreign and Russian databases is carried out. Presented literature review
indicates a high variability of vision organ disorders in NF-1 in the clinical course (slowly progressive, stationary, and rapidly progressive),
severity (from asymptomatic to severe disabling), and clinical forms. During the observation of patients (probands) with NF-1 and their fam-
ily members, a comprehensive examination, accompanied by widespread introduction into clinical practice of modern diagnostic methods,
including dynamic control of asymptomatic members of family genealogy, is important. The multidisciplinary approach has great significance

for diagnostics, treatment and dispensary observation of NF-1.
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Heiipocpuopomaros I tmma (HP-1) — mommcuHapom-
HOE MPOrpeECCUPYIOIIEE HEMPOIKTOIEPMATBHOE HACIEACT-
BEHHOE 3a00JIeBaHUE C ayTOCOMHO-JIOMUHAHTHBIM TUTIOM
HacJieoBaHus. TsokecThb MPosIBIeHWI 3a00IeBaHMSI MO-
JKET MEHSIThCSI B 3aBUCUMOCTHU OT YPOBHS 3KCIIPECCUU
redHa NF1[12]. Aunarno3 H®-I Bepuduiupyercs 1o Kpu-
TepusiM MexXIyHapoIHOTO KOMUTeTa 3KcrepToB 1o HD,
BKJTIOYAIONIMM OIpe/ie/ieHre He MeHee 2 U3 CIIeaYIONINX
MPU3HAKOB:

1) He MeHee 5 MUTMEHTHBIX MSTEeH 1BeTa «Kode ¢ MO-
JIOKOM» TUaMETPOM OoJjiee 5 MM Y eTeli mpemyoepTaTHOrO
BO3pacTa U He MeHee 6 TsITeH auaMeTpoM Gosee 15 Mm
B ITOCTIYOEpPTAaTHOM BO3pacTe;

2) 2 u 6osiee HePODUOPOMBI JIIOOOTO TUTA WK | TUIeK-
cudopMHas Helipohubdbpoma;

3) «BeCHYIITYATHIE TPO3/bs» B TIOAMBIIIEUHBIX WJTU T1a-
XOBBIX CKJIA/IKaX;

4) nucrnasuvs Kpbula KITMHOBUIHOW KOCTH MJIU BPOXK-
JIEHHOE UCTOHYEHNE KOPTUKAIBHOTO CJIOST JJTMHHBIX KO-
CTeli ¢ TICeBI0apTPO30M WIM O€3 HEeTo;

5) rmoMa 3pUTesIbHOIO HEPBA;

6) 2 u 6osee y3enka Jluma Ha paay>kKHOI 0000UKe
IJ1a3a Py UCCIENOBAaHUM C MIOMOIIIBIO 111eJIEBO JTaMITbI;

7) Hanuuue y pOACTBEHHUKOB |-Ii CTeNeHU poACTBa
H®-1 o TeM xe kputepusim [6, 11].

XapakTep ropaxeHnust opraHa 3peHust npu H®-1 Ba-
puabeseH gaxe cpeau 00JbHBIX WIEHOB OJHON CEMbHU.

Llenbio 0630pa ABUICS TTOUCK U CUCTEMHBIN aHAIU3
JOCTYITHBIX TTYOJTMKAIIMIA, TTOCBSIIICHHBIX U3yYeHHIO BHE/I-
PEHUST COBPEMEHHBIX TEXHOJIOTUI1 B TMAarHOCTUKY TIOpa-
>xeHust oprana 3peHus pu H®-1 (6onesnu PexnuHrxay-
3eHa).

JlutepaTypa no nU3ydeHUIo MopaxeHus opraHa 3pe-
Husg npu H®P-1 Oblia HalieHa MOCPEACTBOM IMOUCKA
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MAaHHBIX B HayYHOU 3JeKTpPOHHOU Oubauoreke Poc-
cuu (elibrary.ru), a Takxke B MEXIYHaApOIHBIX 6a3ax
PubMed/MedLine, Springer Ha pycCKOM /Wy aHTJIWI-
ckoM si3bikax ¢ 1987 mo 2014 1. BKJIIOUUTEBHO C UCTIOJIb-
30BaHUEM KJTIOUEBBIX CJIOB (Ha PYCCKOM M aHTJIIMHCKOM
S3bIKax): Heilpodubpomaros, 6ose3Hb PexinHrxayseHa,
OpraH 3peHusI, 3pUTEIbHBI HEPB, POTOBUIIA, CETUATKa,
JIMarHOCTUKA, COBPEMEHHbBIE TeXHOJOrMu. B 0630p ObLIN
BKJTIOUEHBI MCCJIEIOBAHUS C TTOJTHBIM TEKCTOM, a TaKXKe
OTCaHUSI B BUJIEC TE3UCOB.

HNnentudunmposansl 923 nmyGaukanuu, MOCBSIIEH-
ueie H® 1 mopaxeHuto opraHa 3peHusi, u3 Hux 788 —
B 3apyOe>kHbIX 0a3ax gaHHbIX U 135 paboT poccuiickux
aBTopoB. Tonbko 40 mybauKalumii ObITM BKJIIOUEHBI B 00-
30p Ha OCHOBE KpUTepHeB ITorcka. CBOTHBIC JaHHBIE TTPO-
BEIICHHOTO aHaJI3a IIPEICTaBICHBI HILKE.

Omipvimoyeonvhas eraykoma. KImHIIECKMe TIPOSIB-
JICHUST: aHU30KOPHSI, HapyIIeHNe 3peHMsI, 00JIb B TIIa3HOM
SI0JTOKE 1 3aTyMaHWBaHUE 3peHUs. MeTOIbl AMarHOCTUK:

1) OMOMMKPOCKOIIMS — MeJKas TepeaHsss KaMepa,
y3enku Jluia Ha pamyXKe, peakiius 3pauka Ha CBET CHU-
KeHa;

2) TOHMOCKOITUS — Cy>KEeHHUeE yTIja TepeJHell KaMephl;

3) TOHOMEeTpUST — MOBBILLIEHWE BHYTPUTIA3HOTO J1aB-
nenus (BII) [28].

Heosackyasapras enaykoma. KnuHudeckue mposiBie-
HUSI: 00J1b, yXydIIeHUe 3peHus. MeTobl AMarHOCTUKU:

1) GMOMMKPOCKOITHST — IIOMYTHEHHUE POTOBUIIBI;

2) dayopecueHTHas anruorpadus (PAILT) ceTuaTku —
WUIIEMMST CETYATKM, KPOBOMBIUSIHUAE 13 MATOJOTUUECKU
U3MEHEHHBIX COCYIOB;

3) onTUyecKasi KOrepeHTHas Tomorpadus cetdyar-
KM — TUMOIUIa3us LIEHTpaJIbHOM IMKU ((poBea), moaHoe
OTCYTCTBUE CJI0S1 HEPBHBIX BOJIOKOH CETYATKU;

4) ToHoMeTpus — noBbiieHHoe BITJI [19, 33].

Bpooicdennas enaykoma. KnuHuueckue MposiBICHUS:
CHIXEHUE OCTPOTHI UM OTCYTCTBME MPEIMETHOIO 3pe-
Husl, 00JEBOI CUHAPOM, YBEJIWUYEHUE TJa3HOro s010Ka.
Metoabl AMarHOCTUKU:

1) 6MOMMKpPOCKOMNUSI — MerajokopHea, OydTaabM,
SKTPOIMOH PayKKU;

2) TOHUOCKOTIUS — OTCYTCTBME IIUIEMMOBA KaHaa;

3) odranbMocKonUsS — HEUPOohUOPOMBI COCYAUCTOM
obosouku [18].

Coaumapuas snubyarvoapras netpopuopoma. KiuHu-
YyecKure MposIBICHUS: pacTylliee HOBOOOpa3oBaHUeE B I1a3-
HOM $10J10Ke, 00J1b, CBETO00SI3Hb. MEeTOAbI IMarHOCTUKU:

1) GMOMUKPOCKOMHUS — CYOKOHBIOHKTUBATbHOE HOBO-
00pa3oBaHue, 0ECIUTMEHTHOE, TTOIYITPO3payHoOe, XKela-
TUHOBOTO 1IBETA, OKOJOJIMUMOAIBHO C HOCOBOU CTOPO-
HbI [39].

Iuoma 3pumenvroeo nepea. KiimHuueckue nposipie-
HUST: CHUKEHUE 3peHUsI, 9K30(TaIbM, PETIO3UIIMS T1a3-
Horo s10J10Ka 3aTpyAHeHa 100 HeBO3MOXHA. MeToabl
JIMarHOCTUKM:
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1) sk30dTaTIbLMOMETPUST — BBHINISTYMBAHUE [JIA3HOTO
s10J10Ka BIiepe/;

2) ctpabomeTpusi — CMEUIEHUE TJa3HOTO s10J10Ka
B CTOPOHY (KocorJjiasue);

3) OMOMUKPOCKOMUSI — HECMBIKAHUE BEK, TUCTPODU-
YecKre M3MEHEHHWsI POTOBUIIbI, Y3eJIKHy JIuIa Ha paayKKe;

4) obTaTbMOCKOIUST — AUCK 3PUTEJIBHOTO HEepBa ce-
poro 1BeTa (aTpodusi), TPOMOO3 LIeHTPaIbHOI BEHBI CET-
YaTKU C KPOBOUBJTUSTHUEM Ha TJIa3HOM JTHE;

5) kommnblotepHast toMorpadus (KT) romoBHOro Mo3-
ra u OpOUTHI — yBEJIMUEHNE 3PUTEIIBHOTO HEPBA C OOJTb-
IIIOM MACCOM B TOJIOBKE 3PUTEIHHOTO HEpBa, Oe3 IIpr3Ha-
KOB KaJTbIIN(UKAIIIH, TAMapPTOMBI TOJIOBHOTO MO3Ta;

6) KOMIIbIOTEPHAS IIEPUMETPHUSI — CKOTOMbI Y CEKTO-
paJbHBIC BEITTAICHMS,

7) onTdecKasi KOrepeHTHasl ToMorpadust — UCTOH-
YeHHe CJIOS HepBHBIX BOJIOKOH [3, 24, 40].

CouemanHnas eamapmoma cem4yamxu U NUCMeHmMHO20
snumenus cemyamxu. KIMHUMIECKME TIPOSIBJICHNUS: TTOTE-
PST OCTPOTHI 3pEHMS, HEIPAaBUIbHOE M MCKAXKEHHOE BOC-
MPUATHE TIpeaMeToB (MeTamopdoricun). MeToabl 1uar-
HOCTHUKU:

1) oTaTbMOCKOIMST — TUCTPODUICCKIE OYaTrH CeT-
YaTKW; TPUTIOTHSITOE, C HEYSTKUMHU TpaHUIIAMU, CePO-
BaTO-KOPHUYHEBOE 00pa30BaHUE C CEThIO PACIIMPEHHBIX
KanmuJUISIPOB M3BUTBIX COCYIOB; CYOpeTMHAIbHAS 3KCCY-
JaLus;,

2) AT — B OIyX0JIM MHOXXECTBEHHBIE pacIlIMpeHHbIE
TOHKOCTEHHBIE KDOBEHOCHBIE cocybl [9, 42].

Jlecmonaacmuueckas meaaHomMa 6eKa U KOHSHOHKMUGHL
enasa. KiimHuyeckue mposiBJCHUS: YBEIMUEHUE MUTMEH-
TUPOBAHHOTO 00Pa30BaHUsI BeKa, OIIYIIIEHUE UHOPOIHOIO
TeJa B m1a3y. MeTonbl IMarHOCTUKM:

1) OMOMUKpPOCKONMUSA — OECIMUTMEHTHBIN y3eJ0K
Ha BeKe, MeJJaHO3 Ha KOHBIOHKTHUBE Beka [34].

Taneauonespoma cocyoucmoii oborouxu. KnuHuueckue
MpOosIBJCHUS: 00JIb B 00J1aCTH I1a3a, CHUXKEHUE TTPeAMeT-
HOTIO 3peHUsI, YBeJIMUeHUE TJ1a3Horo si6joka. Metoabl
JNUarHOCTUKMU:

1) rucTos0rusl — raHIIMOHEBPOMAa COCYIUCTOI 000-
JIOUKU (XOPUOUIIEH );

2) ToHoMeTpust — Bbicokoe BI'I;

3) GuoMuKpockonus — OydTaabM, OTEK pOrOBUIIbI,
rucdema, KpOBOM3IUSIHUE B CTEKJIOBUIHOE TEJIO;

4) opTaaIbMOCKOMNUS — HEOBACKYJIIpU3aLusl, 00pa3o-
BaHME U3 COCYINCTO-BOJIOKHHUCTON MeMOpaHHI [23, 26].

Opbumansuas, payuanrvHas naekcupopmHas Heiupopu-
opoma. KnuHudeckue mposiBIeHUs: CHUXKEHUE, OTCYTCT-
BUE TIPEMETHOTO 3pEHMUSI, ClIe30TeUeHe, HOBOOOpa3oBa-
HUSI Ha JIUIIE U TeJie. MeToIbl TMarHOCTUKM:

1) nanpnauust — o6beMHOE 00pa3oBaHue B MepeaHeit
4acTu OpOUTHI;

2) BU3yaJIbHbBIII OCMOTpP — HEIOPa3BUTHE, OTCYTCTBUE
JIBIKEHUSI TJIA3HOTO sI0JI0Ka, TITO3 BEPXHETO BeKa, TUTep-
Tpodusl BEK;
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3) 6uoMeTpHUsl — OCEeBOIi POCT IJ1a3HOTO SI0J10Ka;

4) BU3OMETpUSI — IPOrPEeCCUPOBAHUE OTHOCTOPOHHEN
MMOINU, pedpakiimoHHasi amoonus [4, 16, 17].

Bazonpoaugpepamuenvie onyxoau cemuamrxu. KnuHu-
YecKHe TPOSIBIICHUS: CHUKEHUE TIPEAMETHOTO 3pEHUs
BIUTOTH JIO CJICTIOTHI. METO/IbI IMaTHOCTUKMY:

1) GUOMUKPOCKONUS — TUIMEPIIUTMEHTALUSI, OTEK
HaJTrJIa3HUIHOMN 00J1aCTH, TUTIEPTPUXO3 BEK;

2) KT — nuddysHoe odbpazoBaHue OpOUTHI, 1eheKT
BEepXHEl CTEHKU OPOUTHI;

3) odrasibMOCKOTINS — HOBOOOPA30BaHUA MEXIY
9KBATOPOM U 3y0UaToil TMHUEl, cyOpeTHHATbHAS 9KC-
cyIamus; aMMpeTUHATbHAS MeMOpaHa; KpOBOU3IUSHIE
B CETUYATKY, CTEKJIOBUITHOE TEJI0, HEOBACKYIISIPU3AIIHSI CET-
YaTKM, LUCTOMIHBINA MaKyJIIpHbIi oTeK [36].

Hedopaszseumue kpuvina kaunosudroii kocmu. KimmHmae-
CKWE TIPOSIBIICHUS: TTYJIbCUPYIOIINE OIMYIIICHHS B TJ1a3y.
MeTtombl TMaTHOCTUKU:

1) sk30(TaIBMOMETPHUS — MYJIbCUPYIOIINI 3K30(D-
TaJIbM TJ1a3;

2) OMOMMKPOCKOITHS — y3eaKu Jlnra;

3) KT — 6omb1110it KOCTHBIH Ae(hEeKT OOJIBIIOro Kphljia
KJIIMHOBUIHOU KOCTH,

4) aycKyJIbTallist OpOUTHI — OTCYTCTBUE IiTyMa [2, 32].

Hexkpomuueckas meaanoyumoma xopuoudeu. KimmHu-
YeCKHe TPOSIBJICHUS: CHUKEHME OCTPOTHI 3pEHMS BILIOTh
JI0 CJIETIOTHI, 00JIEBOI CUHAPOM. MeToabl AIMarHOCTUKMU:

1) rucTonorus — HeKpoTruJeckast MellaHOMa XOPHOUIEH;

2) o¢TaIbMOCKOMNHUS — IMIPOMUHUPYIOIIEE, CyOpeTr-
HaJbHOE, KYI10J000pa3HOe, KOPUUYHEBOTO WU CEPOTO
1BeTa oopazosanue [13].

Aneuonamus cemuamku. KIimHU4ecKue MPOSIBICHUS:
3a0o0yieBaHME MPOTEeKaeT OECCUMITOMHO. MeToabl auar-
HOCTHUKHU:

1) buomMuKkpockonust — y3eJaku Jinia;

2) oTanTbMOCKOMHUSI — BOKPYT KEJITOrO MATHA IITO-
MOpPO0OOPa3HO U3BUTHIE BEHO3HBIE COCYAbI (CUMIITOM
IBucra) [27].

Buympuenasnas weannoma. KnuHudeckue mposipie-
HUSI: OTCYTCTBME 3pEHMUSI, O0JIEBOI CUHAPOM B IMOpPaXKeH-
HOM TJ1a3y. MeToIbl IUarHOCTUKM:

1) rucTojiorusi — MIBAaHHOMA, COCTOSIIIAsl U3 IIBaH-
HOBCKMX KJIETOK;

2) ohTaTbMOCKOIUSI — OMYXOJb 3aHUMAaET CyOpeTH-
HaJIbHOE IMPOCTPAHCTBO, MOXKET 3aMeIlaTh CTEKJIOBUIHOE
teno [10, 31].

Xopuoudanvhule yzeaku. KinHU4ecKue MpoOsIBJIECHUS:
yaie CUMIITOMBI OTCYTCTBYIOT, HO MOXET CHMXKAThCS
OCTpOTa 3peHusT. MeTObl TMarHOCTUKM:

1) ®AT — rI0THBIE BKITIOUEHUST MEJTaHWHA XOPUOWJIEH;

2) TUCTOJIOTHST — TUTIEPTUIACTUYECKUE IIIBAHHOBCKIE
KJIETKU, MEJTAaHOLIUTHI U TAHTJIMO3HbIE KiIeTKH [ 15, 41].

Kucmut yuruapnoeo meaa. Knuaudeckue nposiBICHUS:
CHIDKEHUE OCTPOTHI 3peHUsI, 00JIeBOI CUHIPOM. MeTOoIbI
JIMarHOCTUKM:
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1) roHnoCcKOMUs — pa3HOKaIMOepHble TUTMEHTHbIE
KUCTBI [IUJTMAPHOTO TeJia, YaCTUYHOE WIM MOJHOE 3aKPhl-
THe yIia NepeaHeil KaMmephl;

2) mepuMeTpusi — cy>keHue noseit 3penust [20].

Menanoma konstonkmuenl. KnuHUYeCcKre MposiBiie-
HUS: YBEIMYEeHUE MUTMEHTHOTO 00pa30BaHUsl, BbI3bIBa-
o11ee IMcKoMbOopT. MeToabl AMarHOCTUKU:

1) 6uoMuKpockonus — OOIIMpPHAs MUTMEeHTALMUS
Oy/b0apHOI YaCcTU KOHBIOHKTUBHI [38].

Hapywenue peghpakyuu. KnmHnueckue mposiBIEHUS:
CHUXXEHUE OCTPOTHI 3peHMS. MeTOIbl TMarHOCTUKM:

1) pedpakTOMeTprst — AHU30METPOITUS, AaHU30ACTUT -
MaTu3M, aMOJIMOTINS Pa3INYHON CTeTieH! TskecTu [ 14].

Imbpuonansras paboomuocapkoma opoumst. Kinmnm-
YeCKMe MPOSIBIICHUS: CHIDKEHNE OCTPOTHI 3PCHUS; YBe-
JMYCHUE W OTpaHWYCHUE IBMKCHMS TJIa3HOTO sI0JI0Ka
B CTOPOHY; 9K30(DTaJIbM Ha CTOPOHE TOpaXKeHUS. MeTOmbl
MUaTHOCTUKMU:

1) buoMuUKpOCKOMNUSI — MTO3, OTEK BeKa, 3aCTOMHBIC
SIBJICHUSI B STIMCKIJIepaTbHBIX BEeHaX, HECMBIKaHUE TJIa3HOM
IIeIN, IUCTPODUIECKIE N3MCHEHHS POTOBUIIHL;

2) CTpabOMETPHS — CMEIICHHE TJ1a3a KHU3Y WIN KHH-
3y M KHApyXH, OTPaHUUYCHNE €ro IBIKCHUI B CTOPOHY
JIOKaJTM3alliy MpoIiecca;

3) oTaTbMOCKOMMS — 3aCTOMHBII TUCK 3PUTEITHLHOTO
HepBa ¢ KpOBOM3IUSTHUSIMU [37].

Bpooicdennvie nopoku pazeumus opearna 3penus. KimaHm-
YeCcKHre MPOSIBICHUS: CHUXKEHUE I OTCYTCTBUE 3PCHUS.
MeTtoabl AMarHOCTUKU:

1) GMOMUKPOCKOTINS — AaHUPUIUSL, MUKPO(DTaTbMUS [25].

Makyaoducmpogpus. KnuHudyeckue mposiBIeHUs: T10-
CTETIEHHOE CHUXXEHUE OCTPOTHI 3peHus. MeTonbl nuar-
HOCTUKU:

1) ®ATI' — nuctpodryeckre y9acTKU HaKOIUICHMS
dayopeclienHa B MakyJsspHoOIt ooactu [29].

Menanoma xopuoudeu. KnuHudyeckue mposiBICHUS:
00JIeBOI1 CUHAPOM, Pe3KOe CHUXKEHUE WU OTCYTCTBUE
3peHUs B MOPaKEHHOM IJ1a3y, OMyIIeHUE BEPXHETO BeKa.
MeTtoabl AMarHOCTUKU:

1) BUBOMETpUST — CHUXKEHUE OCTPOTHI 3PEHUS;

2) OMOMUKPOCKOMUS — y3eaKu Juiia, narodranbM;

3) o(pTaabMOCKOIUsI — MUTMEHTHOE HOBOOOpa3oBa-
HUE;

4) ®AT — oTHenbHOE 3aIIOJITHEHUE COCYIOB XOPHO-
WIeu;

5) yIBTPa3ByKOBOE UCCIEAOBAHKE TIa3HOTO S1010Ka —
KynoJjioobpa3Has oTcioiika ceTyatku [22, 43].

Heiipogpuobpoma poeosuypl. KiimHuueckue mposiBIeHUSI
CHIUDKEHUE OCTPOTHI 3pEHUSI, ClIe30TeYeHue, MOKpacHe-
HUE, YYBCTBO MHOPOAHOTO TeJjia. MeToabl IMarHOCTUKU:

1) 6buomukpockonus — nuddyszHoe npopactaHue
B CTPOMY POTOBHUIIBI HEUPODUOPOMBI 13 TTepUhEePUUECKUX
HEPBHBIX BOJOKOH [8, 35].

Heipoguopoma eepxneeo éexa. KinmHuueckue rposiB-
JieHus: 00pa30BaHNE BEPXHETO BeKa, yBEJIMINBAIOIIEECs
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B pa3Mmepe, OMylleHre BepXHero Beka. MeTonbl IuarHoc-
TUKU:

1) BU3yasibHbIIf OCMOTpP — HOBOOOPA30BaHWE BEPXHETO
BeKa, NTO3;

2) TUCTOJIOTUS — pacroJyiaraeTcs MOIKOXHO, PacTeT
Ha 000JI0YKaxX MeJKUX HEPBOB Koxu [7, 21].

Y3eaku Jluwa. KnuHnueckue MposiBJICHUS: TIPOTeKa-
10T 0€CCUMNTOMHO. MeTO/Ibl AMarHOCTUKU:

1) GUOMUKpPOCKOMNUST — MeJIaHOLMTApHbIE raMapTo-
MBI Ha paay>kKHOU 000JI0UKe, COCTOSIINE U3 MTUTMEHTHBIX
kieTok [1, 5, 30].

IMpoBeneHHass HAMM CUCTEMAaTHU3aLMSI MH(POPMAIIUH,
IMOJIyICHHOM M3 MOCTYITHBIX PYCCKOSI3BIYHBIX M aHTJIO-
SI3BIYHBIX Pa0OT, OCBEIIAIOIINX BOIIPOCH XapaKTepa Imopa-
JKeHus opraHa 3peHus mpu HP-1, BKimoyast 0coOeHHOCTH
CYOBbEKTUBHOU U OOBEKTUBHON KJIMHUYECKOU KapTUHBI,
a Takxke BbIOOp Haumbojiee MHGOPMATUBHBIX METOHOB
JIMaTHOCTUKHU, CBUAETEJIbCTBYET O TOM, YTO MOPAXKEHUE
opraHa 3peHus IIPU pacCMaTPUBAEMOi ITATOJIOTUH B OOJTb-
IIHCTBE CJIy9aeB HAUMHAETCS NCTIOABOJIb, IIPOTPECCUPYET
MEIUICHHO, pexke — OBICTPO. TMTeTbHO TTOpaskeHIE Opra-
Ha 3peHus y 001bHBIX ¢ HD-1 MoxkeT mpoTekaTh 6ecCUMIT-
TOMHO WJIM MaJIOCUMIITOMHO, HammpuMmep y3eiaku Jlnma,
IJIMOMa 3pUTEILHOTO HepBa, MUKPOBACKYJISIpHAS T1aTO-
JIOTHS ceTUyaTKu. B TO ke BpeMsi CUMIITOMBI CePbe3HBIX
B IIPOTHOCTUYECKOM TUTaHe 3a00JIeBaHUIT OpraHa 3peHus,
BKJII04asi 00beMHBIe 00pa30oBaHUsI, MOTYT AJIUTEIbHOE
BpeMsI UTHOPUPOBATHCS MAllMEHTAMM, B CBS3U C YeM OHU
00palarTcs Ha KOHCYJIBTALMIO K 0(DTaIbMOJIOTY Ha TTO3/1-
HUX CTaIusIX MaTOJOTMYEeCKOro Ipoiiecca, Koraa ymy-
LIEHBI TepareBTUYECKNE BO3MOXHOCTH, a OIepaTUuBHOE
JICYEHUE MOXET OCTaBUTh HE TOJIbKO KOCMETUYECKUM Je-
(eKT, HO 1 HEKOPPUTUPYEMbIE HapyIIEHUST 3pUTEIbHBIX
¢yukumii. [IpoBeaeHHbIN 0030p MOKa3a, YTO BO MHO-
TUX CJIydasiX OTCYTCTBYET MEXIUCUMIIMHAPHBINA MTOAXO,

3

K BEICHUIO MTalleHTOB C pacCMaTpUBaeMbBIM HacCJIeICT-
BEHHBIM 3a00JieBaHUEM. DTO, BO3MOXKHO, OOYCIIOBJIEHO
HEJOCTaTOYHBIM YPOBHEM MOATOTOBKU CIEIIAATNCTOB
B 00J1aCTH HACJIEICTBEHHBIX HEMPOOKYIIOKOXKHBIX CHHIPO-
MOB. B GOJTBIIIMHCTBE CTyyaeB U3 METOIOB UCCIICIOBAHUS
TIpY JAaHHOM TTaTOJIOTUH B MOJMKIMHUKAX IIPUMEHSIOTCS
JINIIT BU30OMETPUS M OMOMHKPOCKOITHUS, PEIKO ITPOBO-
ISTCS I BOBCE HE Ha3HAYAFOTCS IIEPUMETPHUSI, TOHOMET-
pust, OoPTATBMOCKOIIHS B YCIOBUSX MEINKAMEHTO3HOM
UKJIOTUIeTHH. TakKe He UCKITI0YaeTCsI BOBMOXHOCTD TO-
T0, 9TO ONMMCAHUS KIMHNYECKON KapTUHBI 3a00JIeBaHMiA
oprana 3peHus mpu H®-1 He Bo Bcex cirydyasix BEpHO TpaK-
TYIOTCS IMPAKTUKYIOIINMUI O(PTAIBMOJIOTaMHU, a TAIlEeHTHI
HECBOEBPEMEHHO HAIIPABIISIOTCS B CIICHIMATM3UPOBAHHBIC
LEHTPHI VTSI TIPOBEACHUS TAKMX METOIOB MCCIICIOBAHNS,
kak KT, ontnyeckas korepeHTHast Tomorpacpus, OAT,
3PUTEIbHBIC BEI3BAHHBIC TIOTCHITAAIIEI 1 T. 1.

Takum o06pa3oM, BHEAPECHNE COBPEMEHHBIX TEXHO-
JIOTWII B IWAaTrHOCTUKY pacIIupsieT Hallle MOHUMaHWe
odranpmonorndeckux npossiaeHuit HO-1 (6one3nn Pe-
KIMHTXay3eHa). [IpoBeneHHBII 0030p TUTEpaTyphl CBU-
IETeJIbCTBYET O BHICOKOM BapruabeIbHOCTH MOPaKeHUS
oprana 3peHus npu HO-I mo K1imHn4YeCcKoOMy TeUeHUIO
(MeUTeHHO TIporpeccupyollee, CTallMOHAPHOE, OBICTPO
MPOTrpeccupylolee), CTEIeH! TSKECTH (0T 0eCCUMITTOM-
HOT0/MaJIOCUMIITOMHOTIO JIO TSIKEJIOTO MHBAJIMAN3UPY-
JoIIEero) U KanHudeckum ¢popmaM. [lpu BegeHUn nmaum-
eHTOB (1pobanmoB) ¢ H®-1 u wieHOB uX ceMeil BaXXHO
KOMILJIEKCHOE 00CIeI0BaHNe ¢ IIUPOKUM BHEIPEHUEM
B KJIMHUYECKYIO MMPAKTUKY COBPEMEHHBIX METOJIOB AMAar-
HOCTHMKU, BKJII0Uasi TMHAMUUYECKUI KOHTPOJIb, B TOM UH-
cJie 32 aCUMITTOMHBIMU YWIeHAaMM POIOCIOBHOM C yueToM
ayTOCOMHO-IOMMHAHTHOI'O TUIIa HACIeIOBaHUS, KIMHU-
YeCcKoro nojauMop¢u3Ma U BbICOKOU MEeHETPAaHTHOCTU
(cTerneHu MPOSBIEHUS TeHa B TIPU3HAKe).
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PEDIATRIC MIGRAINE EQUIVALENTS. CHILDHOOD PERIODIC SYNDROMES.
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Childhood periodic syndromes are a group of functional states occurring at an early age, including in the first year of life, which are presently
considered as equivalents or precursors for further migraine. Insufficient coverage of the problem in the Russian literature, the paroxysmal
occurrence and periodic recurrence of these states are a frequent cause of readmissions, numerous, sometimes invasive studies, misdiagnoses,
and, as a consequence, the use of aggressive, pathogenetically unsound therapy, which ultimately affects quality of life in a child. The review
article highlights the basic issues of the epidemiology, etiology, pathogenesis, clinical manifestations of major forms of childhood periodic
syndromes, as well as approaches to their diagnosis, treatment, and prediction. To familiarize a wide range of specialists, not only neurologists,
with these conditions in children will, of course, reduce the overdiagnosis of various more serious diseases.

Key words: pediatric migraine equivalents, childhood periodic syndromes, paroxysmal torticollis, paroxysmal vertigo, cyclic vomiting, ab-
dominal migraine

BeeneHue

MurpeHb — XpoHUYeCKOe DYHKIIMOHATbHOE HEHPO-
BACKYJISIDHOE PacCTPOMCTBO, 3aHUMAIOIIEe 110 YacTOTe
BCTPEYAEMOCTH 2-€ MECTO CPEeIM TIEPBUYHBIX TOJIOBHBIX
0os1ei ocie ToJIOBHOM 6011 Hanpskenus [1, 2, 10, 27, 36,
53]. ITuk ne6roTa MUTpeHr MPUXOAUTCS Ha MOIPOCTKOBBIMA
Bo3pacT. [1o Mepe B3pocieH!st HEYKJIOHHO YBEJTMINBACTCS
YUCJIO JIeTel, CTpafalolux MUrpeHbto. Tak, cpenu aetei
3—7 neT pacupoCcTpaHEHHOCTh 3a00JIEBAHUST COCTABIISIET
1-3 %, a B unrepBaie 13—18 et — yxe 8—28 %. U xots

MaKCUMAaJIbHBIE TTOKA3aTeN TIPEACTABIISIOTCS 3aBBIIIEH-
HBIMU, TEM He MeHee 3TH LU(PBI TPUBOAATCS B JINTEPA-
Type. B mony sty B3pociioro HaceJIeHus MUTPEHE BCTpe-
yaercd B 0,8—1,8 % ciyuaes [1, 10, 24, 30, 49].

OnpeiesIsIIoIne XapaKTepUCTUKI MUTPEHN — ITAPOK-
CHU3MaJIBHOCTD ¥ TIEPUOANYHOCTD BOSHUKHOBEHMSI KITMHI-
YECKMX CUMIITOMOB; UX UCYE3HOBEHNE, HOPMAaIU3aLIUs
OOIIETO CAMOYYBCTBUS B MEXITPUCTYITHOM MTEPUOJE; OT-
CcyTcTBHE (POPMUPOBAHUS CTOMKOTO HEBPOIOTMUECKOTO
nepuuuTta [10].
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Tabmma 1. Kiunuueckue cumnmomst, conymcemayroujue muepeHosHomy npucmyny (no [10, 44], nepepabomaro u donoanero)

Table 1. Clinical symptoms, accompanying the migrainous attack (revised with supplements [ 10, 44])

Accompanying symptoms

Clinical features

BereToBucuepanbHbie
Vegeto-visceral

raCTpOI/IHTCCTI/IHaJ'H)HHC
Gastrointestinal

OdTranbMuueckue
Ophthalmic

CeHCopHBbIe
Sensor

[NcuxosMoumoHaIbHEIE
Psycho-emotional

Hesponoruueckue
Neurologic

BaenHocTh, runepruapos, cae3oTeyeHue, TaXxukapaus, apTepuaibHas
TUIIO-/TUTIEPTEH3USI, KapAUaJTus, HapylIeHue auypesa, cyodeoprimreT

Paleness, hyperhydrosis, tearing, tachycardia, arterial hypo-/hypertension, cardialgia, diuresis
disorder, subfebrility

TomHoTa, pBoTa, 00U B KUBOTE, aHOPEKCHUST, U30BITOUHOE ra3000pa3oBaHue,
TIOHOC, 3a1op
Nausea, vomiting, abdominal pains, anorexia, excessive aerogenesis, diarrhea, constipation

3puTeNbHBIC TAJUTIOLIMHALIAN, TUTIONNS, HApYIIEHUE OCTPOTHI Y BhITIAACHHUE TOJICI
3pEHUs, aMaBpO3
Visual hallucinations, dyplopia, vision acuity decrease and visual field defect, amaurosis

Tunepacre3nsi B KOHEUHOCTSX U B TIEPUOPATbHOM MYCKYJIaType,
doro-/boHo-/ocMobobust
Hyperesthesia in extremities and perioral muscles, photo-/phono-/osmophobia

PasnpaxxutenbHOCTD, araTus, COHJIMBOCTD, I€30PUEHTALIMST, «CY>KEHHUE» CO3HAHMUSI,
TMIPEXOASIIVE KOTHUTUBHBIE HAPYLLIEHUST

Irritancy, apathy, drowsiness, disorientation, “narrowing” of consciousness, transient cognitive
disorder

TooBoKpy:KeHue, HUCTarM, aTakcusl, TeMuIapes, o rajabMoIapes, Frurnoaxkys3usi,
IU3apTpusi/aca3us, CHHKOIIBI, HAIIPSDKEHWE U 00JIC3HEHHOCTD B MBIIIIIAX IIEH
Dizziness, nystagmus, ataxia, hemiparesis, ophthalmoparesis, hypacusia, dysarthria /aphasia,
syncopes, strain and painfulness in neck muscles

JlnarHo3000pa3ylonuii CUMIITOM MUTPEHU — MPU-
cTynooOpa3Hasi, MHTeHCUBHAs M TMPOIOIKUTEIbHas
roJIoBHasi 00JIb, JTOKAJIMU3YIOIIasICs MPEeUMYIIeCTBEHHO
B JJOOHO-BMCOYHOI 00J1aCTU C OJHOI CTOPOHBI, HEPE/I -
KO Uppaauupyiias B rnasHoe s010ko [1, 2, 44]. OnHa-
KO B CTPYKTYpPE MUTPEHO3HOTrO MPUCTYIla BCTPEeUaroTCs
Jpyrye TpaH3UTOPHbIe KIMHUYEeCKe (DEHOMEHBI B pa3-
JIMYHBIX COYETAaHUSIX U KOMOMHAIMSAX, C Pa3JIUYHOMU
9KCIIpeccueli, co3naroiine MauueHTy T0MOJHUTEIbHbIN
nuckoMdopt (Tab. 1). Psaa aTUX CHMIITOMOB MOXKET MO~
SIBJIITHCSL Y peOeHKa 3a[10JIr0 A0 Pa3BUTHUS XapaKTepHOM
MapoOKCU3MaJIbHOM TOJIOBHOM 00JIM, CKJIAJbIBAsICh B YHU-
KaJIbHbIE CHHIPOMOKOMIUIEKCHI — «[I€PUOINYECKIE CUHI-
POMBI IeTCKOTo Bo3pacTta» [9, 34, 35, 49, 57].

JHerckue nepuoandeckue cuHapoMsl (JITTC) — rpymma
COCTOSTHUIA, TIPY KOTOPBIX Y peOEHKA 3IMM30IMYECKH T10-
BTOPSIETCS] CTEPEOTUITHBIN CUMITOMOKOMIUIEKC, HE Me-
IOLIUIA «OPraHUYECKONW» OCHOBBI, KaK MPaBUJIO, HE CO-
MPOBOXIAIOIINIACS TOJOBHOU 0O0JIbIO, TTPU 3TOM YacTO
aCCOLIMMPOBAHHBIN ¢ Pa3BUTHEM B TTOCJICIYIOIIEM MUT-
penn. KTMHNIeCKnM «SapoM» TOTO MJIM HHOTO CHHApPOMaA
B cTpykType AITC gaBmsieTcs ycroitunBasi KOMOMHALIUS CO-
My TCTBYIOIINX (PEHOMEHOB, BCTPEUAIOIITUXCS 10, BO BPEMSI
WJIM cpa3y nocjie MUrpeHo3Horo npuctyna [17, 24, 44, 49]
(cMm. Taba. 1).

TepMuH U TOHSTHE «IIEPUOAUYECKUE PACCTPONCTBA
y meTeit» B HayuHbI oomxox BBear W. Willie 1 B. Schlesin-

ger B 1933 1. 11 0003HAYCHUSI TOBTOPSIOIINXCS Y AeTei
3MM30/I0B TOJIOBHBIX 00JIeil, HApYIIIEHUs CAaMOYYBCTBHUS,
aHOPEKCHM, PBOTHI U 0OJIeli B JKMUBOTE, KOTOPBIE BO B3pO-
CJIOM BO3pacTe HepeaKo TPaHCHOPMUPYIOTCS B MUTPEHb.
K. Cullen u coaBr. (1963) mokazanu, 4To IepruoaInIecKre
CUHAPOMBI YAaCTO aCCOLIMMPOBAHBI C CEMEMHBIMM CITyda-
amu murperu (ut. o J.C. Cuvellier u A. Lepine, 2010
[17]). B coBpemMeHHBbIIi eproa aBTOpbl HAUMHAIOT pac-
CcMaTpuBaTh MEPUOINYECKUE CUHAPOMBI KaK 9KBUBAJICHTbI
WJIM BapyUaHThl MUTPeHU y aeteit [34]. OkoHuYaTebHO 3TU
B3IJISIIbI HAIILIA OTpaXkeHre B MexXInyHapoJHON KJlacCh-
¢dukanuu roaoBHbIx 0oseli (International Classification
of Headache Disorders, ICHD) 2-ro (2004) u 3-ro (2013)
nepecMorpa. B Hacrosiiee Bpemsi o0lIenpru3HaHHBI
4 dopmbr AITC, Bo3HMKaIONIME B pa3TUYHbIC TEPUOIBI
JIETCTBA, KOTOPbIE B TOW WJIM MHOW CTEIIEHU COOTHOCSIT-
Csl ¢ MUTPEHBIO, YTO MO3BOJIMIIO BKIIIOUYUTH UX B COOTBET-
CTBYIOIIMI KIacCU(DUKAIIMOHHBIN MTOAPa3ae TOJOBHBIX
6oJteii IO Ie(PUHUIINEH «IeTCKIE TIEPUOINMISCKIE CHH/I-
POMBI, KOTOPBIE YaCTO SBJISIIOTCS MPEAIIeCTBEHHUKAMK
MUTpeHW». B mocenHme roabl paccMaTpuBaeTCs ele psif
KJIMHUYECKUX COCTOSTHUI, KOTOPBIE, TI0O MHEHUIO aBTOPOB,
MOTYT OBITh OTHECEHBI K 9KBUBAJIEHTAaM MUTPEHU Y eTei
(Tabm. 2).

B nocnenneit pepakuuu ICHD (2013) npou3so-
meJ psii CYIeCTBEHHBIX (PAaKTUUECKUX U TEPMUHO-
snoruueckux usmeHenuii. JAIC tenepps npeniaraercs
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Tabmuma 2. Cucmemamu3zayus demcKux nepuooueckKux CUHOPOMOo8

Table 2. Systematization of children’s periodical syndromes

Common* Considered
JloOpokavyecTBeHHbII TapOKCU3MaIbHbIN MIaleHYECKUIA
TOPTUKOJIJIUC

Benign paroxysmal infant torticollis

JloOpokauyecTBeHHOE MapOKCU3MaTbHOE FOJOBOKPYKEHUE
y nereu

Benign paroxysmal dizziness at children

CUHIPOM HMKINYECKOMN PBOTBI

Cyclic vomiting syndrome

AOIOMMWHAaJIbHASI MUTPEHb

Abdominal migraine

CHUHAPOM MIaICHYECKMX a0IOMUHAIbHBIX KOJMK [23, 31, 42]
Syndrome of infant abdominal colics [23, 31, 42]
CHHIPOM LIUKJINYECKOM pBOTHI Itoc [13]

Cyclic vomiting plus syndrome [13]

CUHAPOM PeKypPPEHTHBIX 00JIeil B KOHEYHOCTSIX [46]
Recurrent pain syndrome in extremities [46]

CuHapoM «AJUCHL B cTpaHe uynec» [36, 44]

“Alice in Wonderland” syndrome [36, 44]

CUHAPOM «OTITYyIIEHHOTO COCTOSTHUS» [44, 49]
Confusional migraine [44, 49]

CHHIPOM «KpacHoro yxa» [36]

“Red ear” syndrome [36]

*[lo Mesicdynapodnoii kaaccuguxkayuu 20106HbIX 6oaell 3-e0 nepecmompa (2013).

* [nternational Classification of Headache Disorders I11 (2013).

OIIPENeIISITh KaK «3MMU30ANIeCKIEC CUHAPOMEI, KOTOPEIE
MOTYT OBITh ACCOLIMMPOBAHBI C MUTPEHBIO». B HOBOII
IeOUHUIINYA TEPMUH «IeTCKUEe» He YIIOMUHAETCS, 10~
CKOJIBKY TaKHME COCTOSIHUSI XOThb M PEIKO, HO BCTpeya-
IOTCSI Y B3POCJBIX B BUZIE M30JUPOBAHHBIX ITAPOKCU3-
MOB WJIM B CTPYKType MUTPEHO3HOM ayphl [4]. TepmuH
«MIEPUOINICCKIE» 3aMEHEH Ha «3MU30AUYECKHE», TaK
Kak (heHOMEHBI MHOTAa BCTpeyalTcs 0e3 TeHASHIINHU
K MMOBTOPEHUIO C OTpelieIeHHO MePUOAUIYHOCThIO [24,
33]. IpennaraeMblii TEPMUH «...CUHIPOMBI, KOTOPHIE
Moeym Oblmb accoyuUposaHsl ¢ MUTPEHbIO», IO MHEHUIO
aBTOPOB, 0oJjiee ymauyeH, MOCKOJbKY TOYHEE OTpaxkaeT
MPOTHO3, HEXEIN paHee UCIT0Jb3yeMOe MOHSITHE — «...
yacmo A8A50mMcsl npedulecmeeHHuKamy MUrpeHu» [53].
Kpowme Toro, peHOMEH «100pOKaYECTBEHHBIN MapoOK-
CU3MaJIbHBI TOPTUKOJJIMC MJIaJeHYEeCTBa» BIIEPBbIE
BKJIIOUYEH B COOTBETCTBYIOIIUI KiIacCU(PUKAIIMOHHBIN
pasfen, a HUKJIMYECKUe PBOTHI U a0MOMUHAIbHASI MUT -
PEHb B CBSI3U C KIIMHUKO-TTATOTeHETUYECKUM POJICTBOM
00BbEIMHEHBI B MOHITHE «PEKYPPEHTHBIC TaCTPOUHTE-
CTUHAJIbHBIE paccTpoiicTBa» [16].

DTUoNaTOreHe3 U pacrpoCTPaHEHHOCTh Pa3IMYHbIX
dopm HAIIC Bo MHOTOM HeusBecTHHI [17, 49, 57]. Tle-
pYOIMYECKIE CUHIPOMBI — KIWMHUYECKHEe (DEHOMEHHI,
BCTpeYaloIIrecs MPaKTUIECKNA UCKITIOUNTEIBLHO B TTEIN-
aTPUIECKON MpaKTHKE, NeO0T 1 MaKCUMaJTbHasT KITMHU-
yecKast 9KCIIPECCUS KOTOPBIX TIPUXOISATCS Ha pa3IndHbIe
TIepUOIBI JCTCTBA, B TOM YMCJIC Ha IIEPBBIC MECSIIbI SKU3HU
[14, 20, 23]. [IpuBoaSTCS AAaHHBIE, YTO YACTOTA UX BCTpe-
4aeMOCTU B 3aBUCUMOCTH OT (popMbl cocTanisieT oT 0,04
10 4,10 % B oOlLLEl eaAuaTpUIECKOM MonyJIsauuu [6, 8,
9, 43]. Cpean noapoCTKOB, CTPaAAIOIINX XPOHUUECKU -
MM TOJIOBHBIMU OOJIIMH, B TOM UKCJIE MUTPEHBIO, TIEpH-
OIMYECKNE CUHIPOMBI B paHHEM BO3pacTe BCTPEUYAIOTCS
B 6—70 % cnyuaes [51, 52].

MBI TpoBeNin aHKEeTUpOBaHUe poauTesieit 38 mereit
6—17 neT, crpagaomnx MUTpeHblo. Ha nokimmHnyeckom
9Tare Te Wik MHBIe GOPMBI TIEPUOTNICCKIUX CUHIPOMOB
(cM. Taba. 2) ormevanuch y 15 (39,5 %) nereit. Cronb
pa3UTeIbHbIN pa30poC JTaHHBIX OOBSICHSIETCS PA3TUUUSIMU
B METOIOJOTMYECKUX MOIX0AaX K IMPOBEICHHBIM HUCCIIe-
JnoBaHUSM [44].

OcHoBHble nipu3Haku JII1C, koTopble yKa3bIBalOT
Ha UX TECHYIO KJIMHUKO-TTaTOTeHETUYECKYIO CBSI3b C MUT-
penbio [17, 30, 34, 57]:

1) cumniTomsbl, Berpevatomuecsa npu HAITC, oTrme-
YalTCs y MalMeHTOB CTapllero Bo3pacTa 10, BO BpeMs
WIM cpasy Mocjie MUTPEHO3HOIO MIPUCTYTIA;

2) IepUOANYHOCTh M TOBTOPSIEMOCTb Pa3BUTUS
CTepeoTUNHOTO cuMmrnrTomMokoMIiekca rmpu AI1C, otHo-
CUTEJIbHO OBICTPOE U CIIOHTAHHOE MpeKpallleHue Kiau-
HUYECKUX TMPOsIBICHUI, HOpMaau3alusi CaMOUYyBCTBUS
pebeHKa B MEXITPUCTYITHOM Mepuoae, OTCYTCTBUE dop-
MUPOBaHMSI CTOMKHX HEBPOJOTMYECKUX HApYILIEHUIA;

3)y 30—80 % netreit ¢ AIC ceMeiiHblii aHaMHE3
OTSITOIIEH TI0 MUTPEHMU;

4) U3BECTHBI Cllyyau, KOrja y AeTeil B OMHON ceMbe
BcTpevanuch pasznauuHbie Gpopmbl AITC, Torga kak
y IPYTUX JeTeil — TUITMIHBbIE MUTPEHO3HbBIE TOJIOBHEIC
oonu;

5) mo Mepe B3pocjieHusl pebeHKa HepeaKo Mpouc-
xoauT TpaHchopmanus onHon Gopmsl ATIC B npyryio
¢ mocaeaymM (GopMUPOBaHNEM B CTapIlieM BO3pacTe
MUTPEHU, BEPOSITHOCTh Pa3BUTHSI KOTOPOIA B 3aBUCUMOCTH
ot ¢opmbl ATIC cocrasisier 30—80 %;

6) OTCYTCTBHE OTKJIOHEHMH 1O JaHHBIM JIabopaTop-
HBIX M THCTPYMEHTAJIbHBIX METO/IOB O0OCJIeIOBaHMUS y TIa-
ueHToB ¢ JAITC u MurpeHsio;

7) 3(ppeKTUBHOCTb B HEKOTOPBIX caydasx npu JITC
AHTUMUTPEHO3HOU Tepanuu;
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8) omMcaHbl ceMelHbIe cllydau FeMUILIETnYecKoi
MUTPEeHU, T00POKaYeCTBEHHOTO MapOKCU3MaIbHOTO TOP-
TUKOJUTMCA Y TOJIOBOKPYKEHUST, 00YCJIOBJIEHHBIE MyTally -
eii renHa CACNAIA.

KoppektHas auarHoctuka JITIC Hepenko cioxHa,
YTO O0YCIOBJICHO PSIAOM OOBEKTUBHBIX U CYOBEKTUBHBIX
mprurH. [To HEKOTOPBIM JaHHBIM, IIPOXOIUT OT 3 110 5 JIeT
C MOMEHTA TOSIBJICHUST TICPBBIX CUMITTOMOB 10 ITOCTAHOB-
KM OKOHYaTeJbHoro auarHosa [30, 44]. HegoctatouHas
OCBEJIOMJICHHOCTD CIIEIIMAJIMCTOB O CYIIECTBOBAHUU
TAHHBIX COCTOSTHUI, OTHOCHUTEIbHAST PEIKOCTh MX BCTPE-
YaeMOCTH M KIIMHUYECKUI MOTUMOPdOU3M MOTYT OBITH
MIPUYNHON MTOBTOPHBIX TOCTIMTAIN3AIINIA, TIPOBEICHUS
MHOTOUYMCJICHHBIX 00CIeI0BaHMIA, BKITIOYasI MTHBa3UBHEIE,
OIIMOOYHOM TUArHOCTUKY UHBIX COCTOSTHUIA, TTPOBEICHUS
IMaTOTeHETUYECKN HeOOOCHOBAHHOM Teparmu, — BCe 3TO
BBI3BIBACT UPE3MEPHYIO TPEBOTY POIUTENICH I B KOHCYHOM
WUTOT€E CHIDKAET KaYeCTBO XXKU3HM pedeHka [16].

YdyeT ceMeifHOTO aHaMHe3a 10 MUTPEHM, OIlCHKA
HEBPOJIOTMUYECKOr0 M COMAaTUUECKOrO CTAaTyca B MeX-
MIPUCTYITHOM TIePHOJIe, OCOOCHHOCTH KIIMHUYECKOTO Te-
YeHUs, TMHAMUYeCKoe HaOII0IeHIEe, NCKITIOUCHNUE Psiaa
BPOXKIEHHBIX WX MPUOOPETEHHBIX 3a001€BAHU I MO3BO-
JISIIOT MpeanoJjaraTh HaJuyue y peoeHKa TOi WIu MHOM
dopmbl ATC. TTpuHATO cUnTaTh, UTO MEPUOANIECCKIE
CUHIPOMBI TTOpaXXaloT M3HAYaJIbHO HEBPOJOTUUYECKU
300poBbIx AeTeit [17, 57]. Tem He MeHee B TTOCAeAHNE IO-
JIBl OTIMCAHBI CJTyYyau pa3BUTUS COCTOSHMIA Y TTAIIIEHTOB
C IETCKUM liepeOpaTbHbIM MTapaIunyoM U TeHETUIECKIMU
cunapomamu [12, 13]. besycnoBHo, nuarHoctuka JII1C
B 9TUX CJIy4yasiX KpaliHe CJIOKHa M OTBETCTBeHHa [44].
Mpb1 HaOnonanu 2 aeteil ¢ Heaup@epeHIIUPOBAHHOM
Hemporpeccupylolleit aHuedanonaTueil (MHTeAIEKTY-
aJIbHbIe 1 MOTOPHBIE HApYIIIEHUsI ), KOTOPBIM Ha OCHOBa-
HUM MpeajiaraéMbIX KpUTEPHUEB PETPOCIIEKTUBHO Yepes
HECKOJIBKO JIET Toc/ie 1e010Ta MapoKCU3MallbHbIX COCTO-
SIHUI ObLJI YCTAHOBJIEH AMarHo3 ogHoi u3 dopm AI1C
(CMHAPOM LIMKJIMYECKOUN PBOTHI U MapOKCU3MaIbHbII
TOPTUKOJIJIUC).

B nuddepenumnanpbHo-auarnoctudyeckuit kpyr AIMTC
B TIEPBYIO OYepeb BXOASIT 0ObeMHBIE BHYTPUUYEPEITHBIE
00pa3oBaHUs, AMUJIETICUSI, OCTPbIe HAPYIIEHUSI MO3TOBO-
TO KPOBOOOPAIIIEHUST, YePEITHO-MO3TOBas TpaBMa, BPOXK-
JIEHHbIE METa0OJMYECKNEe U MUTOXOHIpUAJIbHBIE 3a00-
JIeBaHUsI, THTOKCUKAIIUK, TICUXOTEHHO 00YCIOBJIEHHBIE
COCTOSTHHSI, HEKOTOPBIE XUPYPTHUeCKUEe, COMaTHIeCKIe
U 9HJIOKPUHHBIE paccTpolicTBa [24, 30, 35, 57].

ITpencrapisem 0630p ocHOBHBIX hopm ATTC, BKITIO-
yeHHbIx B I[CHD III (2013), 1 HEKOTOPBIX «HOBBIX» pac-
CMaTpUBaeMBbIX (OPM, MX KIIMHUKO-TTATOTCHETUIECKIE
B3aMMOOTHOIIICHNST C MUTPEHBIO, 0COOCHHOCTH TaKTUKHU
obcnenoBaHus, M depeHIMaTbHOro AMarHo3a, JJeyeHus
u iporHo3a. AT1C paccMaTpuBaroTCs B XpOHOJIOTMYECKOM
TopsinKe (B COOTBETCTBUU C BO3PACTOM MaKCHMMAaJIBHOTO
nebroTa U KIMHUYeCKO MaHubecTauumn).
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Nlo6poKayecmBeHHbIl MNaAeHYEeCKUil NapoKcu3ManbHbiil

mopmuronnuc

JloObpokavecTBEHHbBIN MJIaleHIeCKUIA TTapOKCU3MaJTb-
Hbiil TopTukouc (AMIIT) («kpuBoniesi»), onmucaHHbIA
C. Snyder (1969), — penkoe HESNMUIENTUIECKOE TTAPOKCU3-
MaJIbHOE PacCTPOMCTBO y IeTeil 1-ro roga XU3HU, XapaKTe-
PpuByIolleecs: TOBTOPHBIMU 3ITM30JaMU HETIPOU3BOJIEHOTO
HaKJIOHA TOJIOBBI B CTOPOHY U YAep>KaHUEM Ha HEKOTOpoe
BpeMsI JaHHOI TI03blI. [10 HEKOTOPHIM TAHHBIM, COCTOSTHUE
BcTpeuvaetcs y 1 u3 500 geteit paHHero Bo3pacTta, B 3 pasa
yaie y 1esouex [ 15, 42]. Tem He MeHee UCTUHHAS YacTO-
Ta BctpeyaeMoctu JIMIIT He yctaHOBneHa. B muteparype
B OCHOBHOM IIPUBOISITCS ONMMCAHUS ¢AUMHUIHBIX CIIyda-
eB [25, 29, 58]. N. Rosman u coast. (2009) npeacraBuim
cobcTBeHHOE HaOmoaeHne 10 HOBBIX cIydaeB U IIPOBe-
T 0030p aHTJIOSI3BIYHOM JIuTepaTyphl 103 HaG IOACHMIA
HEOOBIYHOTO TTApOKCHU3MaIbLHOTO (heHOMeHa [43].

[Nuk ne6ioTa mpuxomuTcs Ha Bo3pacT 4—8 Mec, OmHa-
KO MMEIOTCSI HaOTIoMeHIST MaHM(ECTalluK B TIEPBBIC 2 MeC
KU3HU U BIUIOTH A0 3 neT [18, 24]. OnucaHbl ceMeiiHbIe
CJIyJan TTapoKCHU3MAaJIbHOTO cocTosTHMS. bim3koponcTBeH-
HBI aHaMHe3 o murpeHu y gereit ¢ AMIIT ormeuator
B 30—60 % ciyuaes [20, 43, 55].

[Tapokcu3Mbl «KpHUBOILIEN» (TOPTUKOJIINCA), KOTOPHIM
WHOTA COMYTCTBYIOT APYTHE YCTAHOBOUHBIC MBIIIICYHO-
TOHMYECKHUE TTO3bI TYJIOBHUIIA U KOHEUHOCTEH, BO3HUKAIOT
y MJIaJICHIIeB CIIOHTAaHHO W HEOXMIAHHO, 0e3 MpeIiie-
CTBYIOIIMX TIPOBOLMPYIOMIUX (DAaKTOPOB, C TCHACHIIUEH
Pa3BUTUS «IICHHBIX TMCTOHUI» TTOCIE CHA, YTO MHOTAA
OIIMOOYHO MHTEPIPETUPYETCS KaK MO3UIIMOHHBIN poTa-
LIMOHHBIN MOABBIBUX aTJAHTO-OKIIUITUTAIBHOTO COWICHEe-
Hud [7, 26]. KilmHM4ecKoit 0COOEHHOCTBIO ITapOKCH3Ma
SIBJISIETCSI HEITPOM3BOJIbHBIN HAKJIOH U MTOBOPOT T'OJIOBHI
B OIIHY CTOPOHY C yAep>KaHUEeM HEKOTOpPOe BPeMsI COOT-
BeTCTBYMOILIEH Mo3bl. [1pu 3TOM YIIJIOTHEHUS M OOJIe3HEH-
HOCTHU NIPY MAJIbIALUU TPYIUHO-KIIIOYNYHO-COCLIEBUIHOM
M 3aTbUTOYHBIX MBIIIII] HE OTMEYAETCsl, TAKXKE OTCYTCTBYIOT
OrpaHUYEHUS TACCUBHBIX ABMXKEHUI B IIEHHOM OTIese
MO3BOHOYHMKA [25]. B HEKOTOPBIX Clayvyasx MapoKCU3My
COITyTCTBYIOT «IJIa3HbIe» (DEHOMEHBI (TOHUYECKOE 3aBeIe-
HUe I1a3, HUCTarM, MUTaTeJIbHbIC IBUKEHHUS, TITO3, MUJI-
puas). MHoraa oTMeyaroTcs aTakCusl U JaxKe Ipexoasiiast
¢J1abOCTb PYKHU Ha UIicuiaaTepajibHoit ctopone [11, 14, 15].
ITapokcusmanbHbIli TOPTUKOJJIAC YACTO COMPOBOXKIAET-
Csl BET€TOBUCIIEPATIbHBIMK U ITOBEAEHYECKUMU CUMIITO-
MaMu (OJIeMIHOCTh, pBOTA, aHOPEKCHUSI, ClIe30TeUYeHue,
MOTJIUBOCTh, (poTODOOUSI, OECIOKONCTBO, COHJIUBOCTD).
[MpuHIIMTIMATEHO, YTO CO3HAHKE Y peOCHKA B MOMEHT JIM-
CTOHMYECKOTO0 3Mu30Ja He HapyuiaeTcs [2, 18, 48]. Co-
XpaHEHWEe YCTAHOBOYHOI MO3bI TOJIOBBI U LIEW MPOAOJIKA-
€TCSI OT IECATKOB CEKYH]I WJIK MUHYT JO HECKOJIbKMX YaCOB
U 1aXe HECKOJIbKUX CyTOK [ 15, 18]. B aT0i1 cBs13u P. Drigo
u coanT. (2000) Beigensitor npu JIMIIT 2 Tuna kiuHuye-
CKUX MPOSBJICHUI TOPTUKOJUIUCA: «[TAPOKCU3MaIbHBIN»
MIPOIOJIKUTEILHOCTHIO HECKOJIBKO CEKYHII WJIM MUHYT,
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4acTO COMPOBOXIAIOIIMIACS «TJIa3HBIMU (DEHOMEHaMU»,
U «TIePUOINYCCKHIT» TITUTEIbHOCTHIO HECKOJBKO JYacoB
WJIN CYTOK, KOTOPOMY OOBIYHO COMYTCTBYIOT COMaTOBE-
reTaTuBHbIE CUMNTOMBI. B akTUBHOI (haze mapoKCHU3Mbl
y JeTell pa3BUBAIOTCS JOCTATOYHO YaCTO — €XEHEIETbHO
Wi exxeMmecstuHo. [Ipn «ImapoKcu3mMaabHOM» BapuaH-
T€ MPUCTYIIbl MOTYT OBITh €XeJHEBHBIMU, CKJIaJAbIBASICh
B KJIacTepHblie aTaku. CTOpoHa, B KOTOPYIO MPOUCXOAUT
HAKJIOH TOJIOBBI, OT MPUCTYMNa K MPUCTYIy MOXET Me-
HATbCs. [To Mepe B3pociieHusT pebeHKa TUCTOHUYECKUE
SMU30[Ibl CTAHOBATCS PEXe U Yepe3 HECKOJIbKO MECSIIEB
OHM CITOHTAHHO TIpeKparatTces (K 4—5 romam — BO Bcex
cnyyvasix) [25, 34]. [IpuMepHO B 9T Xe CPOKU MPUCTY-
el IMIIT y 30—40 % nauueHTOB TpaHC(HOPMUPYIOT-
cs B Apyrue (popMbI IIEPUOANICCKUX CUHAPOMOB, Jallle
B «TOOpOKAYECTBEHHOE TOJIOBOKPYKEHIE». Y TTOIPOCTKOB
B 1ojioBuHe Bcex ciydyaeB JIMIIT ¢ ne6ioToM B 1€TCKOM
Bo3pacTte ¢hopMuUpyeTcst MUTpeHb [17, 24, 35, 57].

Mexanusmsl pazputus JIMIIT B HacTosiee BpeMst
HeM3BEeCTHHI. PaccMaTrpuBannch TUMOTE3bl (DYHKIINO-
HaJbHOTO HapylIeHWs Ha ypoBHE MepudepruIecKoro
OTHeJIa BECTUOYISIpHOTO amnmaparta (J1abupuHTHUT) [22,
48] nnbo LeHTpaJbHBIX BECTUOYI0-MO3KEUKOBBIX CBSI-
3eit [18]. Umerorcst npeamnonoxenus, yto AMIIT BbI3-
BaH TeHETUYECKU OOYCIOBJICHHON «(PyHKIIMOHAIBHOM
He3peJIOCThI0» HEMPOTPaHCMUTTEPHBIX cucTeM [7]. B mo-
CJIeTHUE TOBI TIOIYJISIpHA TUIIOTE3a, pacCMaTpUBaloIast
JAMIIT kak «HeiipoHallbHYI0 KaHajionaTuoo» [2, 57, 58].
DTO yTBEpXKIEeHUE OCHOBAHO Ha TOM (paKTe, UTO y YacTH
JeTeil ¢ mapoKCU3MaJbHBIM TOPTUKOJUTUCOM BbISIBJICHBI
myTtauuu B reHax CACNAI n PRRT?2, xoTopbie TakxKe
UISHTUGDULMPOBAHBI MPU TeMUTUIETMYECKON MUTPEHHU,
3TMU30INYECKON aTaKCUU, TIAPOKCU3MATIbHOM KUHE3UTECH-
Ho¥#t nuctoHuu [25, 47, 54].

CaM 1o cebe TOPTUKOJUTUC — HecTTeLI(pUIECKUl Ku-
HUYECKUN CUMIITOM, BCTPEUAIOIIUIACA Y IETEN MPU pas-
JIMYHBIX COCTOSIHUSIX U 3abojieBaHuUsIX. s ucKIoue-
HUsI 00beMHOI0 00pa3oBaHUs B 3aHEI YepermHOM SIMKe
WX CTPYKTYPHBIX UIBMEHEHUI B IIIEHHOM OT/ejie MO3BO-
HOYHMKA U CIIMHHOTO MO3ra He0OXOIMMbI KOMIbIOTEP-
Hasl ToMmorpadus, MAarHUTHO-Pe30HaHCHast ToMorpadust
(MPT), peHtreHosiornyeckoe oocienosanue. [Ipu «mna-
pokcusmManbHoM» TedyeHun AMIIT unckioyamoT anu-
Jiernicuio. B peakux ciayvasix 11eecooopa3Ho MpoBeaeHue
OTOPUHOJAPUHTOJIOTUYECKOTr0, ODTATbMOJOTNYECKOTO
U TaCTPOIHTEPOJIOTUUECKOTO obcienoBanuii. Pa3zsutue
Y 3I0POBbIX AeTell Ha 1-M romy >KU3HU CIIOHTAHHOTO MO-
BTOPSIOLIETOCS TOPTUKOJIIMCA, YACTO BCTPEUAOIIUCS
MPU 3TOM CEMEWHBIIA aHaMHEe3 [0 MUTPEHU, OTCYTCTBUE
HEBPOJOTMYECKUX CUMIITOMOB B MEXXIPUCTYITHOM TepU-
0Ji€ I UCKJTIOYEHUE «OPTraHUYECKO» OCHOBBI O3BOJISIIOT
npennosaratb Haauuue AMIIT [39, 43, 49].

ITporuo3s y aeteit ¢ AMIIT 6maronpusgtHblid. Jucto-
HUYeCcKue «IIeHble aTaKu» MpeKpalalTcs K 2—5 rogam
ku3HU. OgHako y 30—60 % maluyeHTOB B TOAPOCTKOBOM
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Bo3pacTte hopMUpyeTcst MUTpeHb. [1py KoppeKTHOI auar-
HOCTHUKE COCTOSIHUSI MENUKaMEHTO3HOTO, (DU3M0oTepaneB-
TUYECKOTO U OPTOMNEINUECKOro JieueHUs He TpedyeTcs [ 15,
26, 36, 43]. B octpom nepuoje Mnpu HAJIMYUK Y pebeHKa
BBIPaXXEHHOI0 0O0JIEBOTO CUHAPOMA, Ype3MepHOro oec-
ITOKOMCTBA WJIM PBOTHI UCITOIB3YIOT CUMITTOMATUIECKYIO
Tepanuio. MeToabl TpoWIAKTUKY Pa3BUTUS MUTPEHU
He pa3paboTaHbl [44].

B 2015—2016 rr. MbI HaGIIOAAIN M AUATHOCTUPOBA-
qm 3 cnyyag IMIIT ¢ «mapokcu3MaabHbIM» TEUEHUEM.
B 2 u3 Hux ge61oT mpuiiescs Ha Bo3pacT S u 8§ mec, B 1 —
Ha 2 Tofa. Y JIeTeil OTMeJaInCh STTN30IbI KPAaTKOBPEMEH-
HbIX (5—40 ¢) MmIeHBIX TUCTOHUI (TOPTUKOJUTHCA), CKJIa-
IBIBaBIIMECS B KJIACTEPHBIC aTaKH, T.€. TIOBTOPSBIINECS
B TeueHMe 3—8 cyT ¢ mHTepBajoM oT 5—20 MuH 10 1—4 4,
peKpalamInrecs Bo cHe. [TapoKCU3MBI COITPOBOXKIA-
JINCH BET€TOBUCIICPATBHBIMU CUMITTOMaMHU (OJICTHOCTD,
MepUOpaTbHBIA IIMAaHO3, CPHITUBAHUS, TTOTINBOCTB),
HapyIIeHNEeM OOIIero CaMOYyBCTBHS, OECITIOKOMCTBOM
¥ TUTaveM, TJa3HbIMU (peHOMeHaMM (TOHMYECKOe 3aBe-
JIeHNE TJ1a3 BHU3 WIK B CTOPOHY), V 1 pebeHKa B MOMEHT
MPUCTYITa OTMeYaiach aTakcus. B MeXmpucTymHoM T1e-
proIe COCTOSIHHE IEeTE ITOJTHOCTHIO BOCCTAHABIMBAJIOCK.
CumMniroMaTruecKasi Teparus He 1ajia MOJIOKUTEIbHOTO
pesyabraTa. [Tapokcu3Mbl KaK HAUMHAJIKNCh, TaK U TIpe-
KpaTWINCh CIIOHTAaHHO. BIM3KOpOACTBEHHBIN aHAMHE3
0 MUTPEHU OBIJI OTITOIIEH y BCEX AeTei. DIuaencus
M Ipyrue BO3MOXHBIE IIPUYUHBI pa3BUTUSA OCTPOro, «IMa-
POKCH3MaJIbHOT0» TOPTUKOJLIMCA OBLIN MCKIIOUEHBI.

JloGpoKayecmBeHHOE NapOKCU3ManbHOe roNoBOKpYHKeHue

y nemeii

Jlob6pokauecTBEeHHOE MapOKCU3MaIbHOE TOJIOBOKPY-
xkenue (AI1IN), omucanHoe L. Basser (1964), npencrabiisi-
eT co00il MeproINYECKU MOBTOPSIIOIINECS] OTHOCUTETBHO
KPaTKOBPEMEHHbIE 3MU30/1bl HEOXKUIAHHO HACTYMAIOIIMNX
HapylIeHUI paBHOBECHST, aTAKCUU, TOJIOBOKPYXKEHMUSI, CO-
MPOBOXKIAIONINECS BET€TATUBHBIMU M HEBPOJIOTUYECKUMU
CUMIITOMAMU ¢ HOPMaJIM3aleil COCTOSHUS TT0 OKOHYA-
HUU NTapOKCU3Ma.

JIIT BcTpevaercs y 1,8—2,6 % nereil mepBbIX JeT
>KWU3HU, B PABHBIX MPOIOPIIUSX Y MAJTBYMKOB U IEBOYEK,
B Bo3pacTe 4 Mec — 8 jieT (MakcuMaJibHO B 2—4 ropa) |9,
20, 33, 35]. E. Batu u coast. (2015) npu peTpoCreKTUBHOM
a”Hanu3e JaHHbiX 100 geteil, moay4yaBUIUX JIeYEHUE B HE-
BPOJIOTMUECKOM KIIMHUKE C KaJl00aMu Ha TOJIOBOKPYKe-
Hue, B 39 % cinyuyaeB quarHoctuposaiu AI1T,

B TMIIMYHBIX clTydasix TApOKCU3M T'OJIOBOKPYKEHMS
HauMHAaeTCs BHE3aITHO, Bceraa B 00JpCTBOBAHUY, TIPU 00-
1eM OJIarOTOoJIyInH, Y HEBPOJOTUIECKN U COMAaTUIECKU
3IOPOBBIX AeTeld. TpurrepHbIMU (haKTOpaMU MOTYT OBITh
repeyToMJieHue, CTpecc, e31a B aBTOMOOUIe, KauaHue
Ha KayeJIsiX WM JIerKasi TpaBMa rojioBsbl [35]. PebeHok B Mo-
MEHT TIPUCTYTIa Pe3KO TepsieT PaBHOBECUE Y KOOPIMHAIIAIO
JBVKEHU, TIOSIBJISIETCST IIIATKOCTh TTOXOAKU, TIPU 3TOM OH
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YacTo TIIaveT, 1e30PUEHTUPOBAH, TBITAETCS CXBATUTHCS
3a OTIOpY WJIM TIPUHSTH YI0OHYI0 mo3y. MHorma otMeva-
JOTCsI TTAZICHUsI, YTO MOKET HAITOMUHATh CUHKOIT WJTH ST~
JIETITUYeCKuid TpucTymn. OaHAaKO TIPU 3TOM OTCYTCTBYIOT
yTpaTa CO3HaHUs, HapyIlIeHWEe IbIXaHUsl 1 KOHBYJIbCUM.
B paznmuaHbIX KOMOMHAIIMSX aTAKTUIECKOMY TTAaPOKCU3MY
4acTo COITYTCTBYIOT BETeTaTUBHbBIE CUMIITOMBI. B HEKOTO-
PBIX ClTydasix OTMEUAlOTCsI pBOTa, aHU30KOPUST, HUCTATM
WJTU TUCKOOPMHUPOBAHHBIE ABVKEHUS TJ1a3 U JJaKe TpaH-
3UTOpHAsI c1aboCTh B pyKe. JleTu cTapiiero Bo3pacta MOTyT
>KaJIOBaThCST HA TOJIOBHYIO 0OJTb, TOJIOBOKPYKEHUE, YXYIIIIIe-
HUE 3peHUsI, TOIIHOTY, 00K B XuBoTe [17].

I[TapokcuU3MBI, KaK IIPaBUIO, KPAaTKOBPEMEHHBI,
IJTATETbHOCTBIO TeCATKU CEKYHH WJIM MUHYT, pexke Ja-
CBl WM CYTKU. OMMUCaHBl IPUCTYITHI ITPOTOJIKUATEIb-
HOCTBIO 10 7 mHeit 100 MOBTOPSIOIINECS B TEUCHME
CYTOK KJIACTePHBIC aTaKW. DIM30[ «TOJOBOKPYKCHUSI»
IIpeKpamaeTcsl Tak XKe BHE3aITHO, KaK M HauMHAaeTcs,
MIPEAIIeCTBYIOMAsI CUMITTOMATHKA MCYe3aeT, U COCTO-
gHUe pedbeHka ObIcTpo HopMmanusyetcs [33]. B akTus-
HOM KJIMHHMYECKOM (ha3e yacToTa 3MU30I0B BapbUPYET
OT €XEeIHEBHBIX 10 ¢AMHUYHBIX B roa. OKoHYATEIbHOE
MIpeKpalleHre TIPUCTYIIOB OTMEYACTCST Yepe3 HECKOJIbKO
MeCSILIEB MJIM JIET TTocje 1ebloTa, HO Beerna K 5—6 rogam
[21, 38]. Tem He MeHee penKue «ITapOKCU3MbI TOJIOBOKPY-
JKEHUST» MOTYT BCTpeyuathbes y aereit mocie 10 et u naxe
y B3pocbIxX [33].

JlabopaTopHble 1 UHCTPYMEHTAJbHBIE METOIbI 00-
clieoBaHMS HE BBISIBJISIOT CIIelIM(PUUIECKUX OTKIOHE-
Huii. [1poBenenue MPT u snekrposHuedanorpapun
HEO0O0XOAMMO TIPU MOAO03PEHUM Ha YePEITHO-MO3TOBYIO
TpaBMy, MUHTpaKpaHUaJbHble HOBOOOPA30BaHUSI, MU~
Jerncuio. JIMKBOPOJOruueckoe UccieaoBaHue UCKITI0-
yaeT HelipouHdekiuo. [Tpu 3aTaHyBIIEMCSI TAapOKCU3-
Me 11eJIeCO00Pa3HO BBIMOJIHUTh TOKCUKOJOTUYECKUE
uccienoBaHus. B nudepeHInaibHO-IMarHOCTUYECKU A
kpyr AT Takke BXOAST OCTpble HAPYIIEHUS MO3TOBOTO
KpPOBOOOpalIeHUsI, METa00INYECKIE U OTOJTOTMYECKUE
pacctpoiictBa [10].

Mexanusmbl pazputus JAI1T B HacTosee BpeMs He-
M3BECTHBI. BIM3KOpOACTBEHHBIII aHaMHE3 [0 MUTPEHU
cocraBisieT 36—62 % [9]. OnucaHbl ceMeiiHbIe clydaun
JIIT, napokcu3MaabHOTO TOPTUKOJJIMCA U TeMUTILIe-
TMYeCKON MUTPEHM, OOYCITOBICHHBIC MyTallueil B reHe
CACNA 1, 9T0 0TYACTH MOATBEPXKAAET TMIOTE3Y «KaHaJO0-
rmatuii». B cBA3M ¢ 3TUM TaHHBIE COCTOSIHUSI pacCMaTpu-
BalOT KaK BO3pPACT3aBUCUMBIA «MUTPEHO3HBIN CIIEKTP»
Pa3IMYHBIX KIMHIYECKUX (DEHOTUITOB €IMHOTO TeHOTHIIA
[25, 33, 47]. dpyrue aBTOpHI Mo1araiot, yto pazsurue AT
00YCJIOBJIEHO TPAH3UTOPHOI HIlLIEMUE BECTUOYISIPHBIX
siiep CTBOJIA MO3Ta, aHAJIOTUIHO TOMY, UTO TTPOUCXOAUT
npu 6aszuiasipHoit murpeHu [40].

ITporHos y nereii ¢ AT 61aronpusTHBIN, O Opo-
IEeCTBUM HEKOTOPOTO BPEMEHM HACTYIIaeT CIIOH-
TaHHas peMUCCHS TPHUCTYIIOB. Berpevarorcs ciydaum
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TpaHchopMaIu B Ipyrue GopMbl TEPUOTNIECKIX CUH-
JIpOMOB. BeposiTHOCTb pa3BUTHUS B TIOIPOCTKOBOM BO3-
pacte murpenu gocturaet 21—100 % [33, 39]. B aro0i1
cs3u U. Lindskog u coaBt. (1999) Beiaensitor 2 ¢hbopMbl
JTIIT [38]. [1epBasi, cBsI3aHHAsI C CEMEMHBIM aHAMHE30M
MWTPEHU, TT0 MHEHUIO aBTOPOB, SIBJISIETCSI PAHHUM TIPe/I-
1LIECTBEHHUKOM 3a0o0JieBaHus y aeTeil. Jlpyrasi, He cOOT-
HOCSIIIAsICS C CEMEUHBIMU CTy4asiMUA M Pa3BUTUEM MMUT-
peHM, TI0 TEPMUHOJIOTUU aBTOpa ecTh «uctuHHoe I T1».
B. Krams u coaBt. (2010) BbICKa3bIBalOT CXOXYIO TOUKY
3peHUsI, OJHAKO TIOJUYEPKUBAIOT, YTO B pAHHEM BO3pacTe
KapaIWHAJBHBIX pa3Inauit Mexy 2 (hpopMaMu He CyIIecT-
ByeT [33]. B HacTrosiee Bpemsi 3TO pa3aeeHue CUUTaeT-
Csl YCIIOBHBIM, HE TIPEIOTIPEACIISIONINM MPOTHO3 [44, 49].
B psime HaGmMIOAeHMI TTOKAa3aHO, YTO TTAPpOKCU3MaIbHOE
TOJIOBOKPYKCHHUE Y IeTEH SIBISICTCS MPEIIIeCTBEHHIKOM
6asmrsipaoil MmurpeHu [34]. C yueTom «I100pOKadecT-
BEHHOCTH» IIPUCTYIIOB TOJOBOKPYKEHMsI, CIIOHTAHHOTO
X TIpeKpaIleHusI, B cIiydac KOPPEKTHOU AMaTrHOCTUKU
cnenndUIEcKoro JieueHus He TpedyeTcs. B ocTpom 1re-
pUOIE IO TTOKa3aHUSIM TTPOBOIUTCS CUMIITOMATHYECKAsT
Teparus (CemaTuBHAs, TIPOTUBOPBOTHAS, aHAJIBI€3UPYIO-
mast). MeTomnoB MpoGMIaKTUKI Pa3BUTHUS B TTOCIEAYIO-
IIEM MUTPEHU HE CYIIIECTBYET.

MpbI B TeUEeHME HECKOJbKHUX JIET HAOII0AIU 1 ITpocie-
nvm ucxonnl y 5 nereit ¢ AT, CpenHuit Bo3pact nedrorta
XapaKTEePHBIX KITMHUYCCKUX TIPOSIBICHUI COCTaBUI 4 TO-
na 3 mec (11 mec — 6 siet). Toabko y 2 AeTeit oTMevacs
OTSATOILIEHHBII ceMeHbII aHaMHe3 1o MUTrpeHu. B cpen-
HEeM MapoKCU3MBbI MpoaoKanuch 18 mec (6 Mmec — 3 roma)
¢ TIOC/IenyIoNIei COHTaHHON pemuccueit. Y 1 pedbeHka
C YaCTBhIMM U 3aTSKHBIMU TTApOKCHU3MaMU MpOoGhUIaKTH-
YECKHU C HEKOTOPBIM YCIIEXOM MPUMEHSUIU CyMaTpUIITaH
(amurpeHnH). MurpeHs K 6—11 rogaM >KU3HU pa3BUIach
y 3 neteii.

PeKyppeHmHble racmpouHmecmuHanbhble paccmpoiicmsa

y nemeii

B nocnenneit penakiyn ICHD 111 (2013) mukianye-
CKHe€ PBOTHI U abgoMUHabHasi MUTrpeHb (AM) B CBSI3U
C KJIIMHUKO-TTATOT€HETUUECKOM OJIM30CThIO0 0ObEANMHEHBI
B ITOHSITHE «PEKYPPEHTHBIE raCTPOMHTECTUHAIbHBIE pac-
cTpoiicTBa». TeM He MeHee IMPU STUX COCTOSTHHSIX MMECTCS
PsII CYILLECTBEHHBIX pasanduii [6, 41, 49].

CuHapom WUKNUYECcKoil psombl

deHOMEH LUKINYECKON PBOTHI — MapOKCH3Mallhb-
HOE€ COCTOSIHME y AETEeW, XapaKTepu3yloleecs IMOBTOP-
HBIMM, CITTOHTAHHO HAYMHAIOIIUMMUCS BHE CBSI3U C «Op-
TaHUYECKON» COMATOHEBPOJOTUYECKOW MaTOJOTUEN
NpUCTYNIaMU MPOJOJIKATEIbHBIX U U3HYPSIOIINX PBOT,
COTTPOBOXXIAIOIIMMUCS BETETOBUCLIEPATIbHBIMUY U TICUXO-
SMOLMOHAIbHBIMUA HAPYIIEHUSIMU C HOpMaJin3alen ca-
MOUYBCTBUSI B MEXITPUCTYITHOM niepuoze. B HayuHol -
TepaType MepBOE ONMUCAHNUE «PEKYPPEHTHOMN IIUKITNYECKON
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PBOTHI y eTeli» ObL10 MpeacTaBiaeHo oosee 200 et Ha3an
V. Haberden (1806) (uut. o J.C. Cuvellier u A. Lepine,
2010 [17]). B oTedyecTBeHHOI MeauaTpuu COCTOSIHUE AaB-
HO U3BECTHO KakK «alleTOHEMUYECKUE PBOTHI B CTPYKTYPE
HelipoapTpUTUUECKOro nuatesa» [3].

OrnucaHus cayJyaeB CUHIpOMA IUKINIECKON PBOTHI
(CHIP) npencraBiaeHbl U3 BCEX peTMOHOB MUpa, C HEKO-
TOpBLIM MpeobaagaHuemM y nesouek [37]. Huknnueckue
pBoTbl otMeuatorcst y 0,04—1,90 % nereit u aBastioTCs 2-ii
T10 9aCTOTe IPUYNHON PEeKYPPEHTHBIX PBOT B TIeMaTpUYe-
CKOI MOMYJISIIUU MOCJIe racTpo3a3odareaabHOro pedrrok-
ca [6, 41]. CemeitHbIIf aHAMHE3 TI0O MUTPEHU BCTpEYaeTCst
y 67—82 % nereii ¢ CLP [36, 43]. IeGloT mpuxoauTcs
Ha TOIIKOJIbHBIN BO3pacT (MakcuManbHO B 4—5 ser). On-
Hako onucanbl HaOmoneHus ciydaeB CLIP y nereit Ha 1-M
TOIY KM3HU 1 Y TIOXWJIBIX TTAITUCHTOB [4].

Knunnueckue npossiaenuss CLIP cTtepeoTUITHEL.
Brigensttor 4 mociemoBaTeIbHO CMEHSIIONINE APYT Apyra
CTaIuU, y4eT KOTOPBIX IToMoraeT nuddepeHInpoBaTh
TMAHHBII CUHIPOM OT CXOXKUX COCTOSTHUI: 1) TIpoapoMahb-
Hasl CTaaus; 2) Teproa MHTCHCUBHOM PBOTHI; 3) cTamus
BOCCTAHOBJICHMST; 4) MEXKIIPUCTYITHBIN Mepuoa. DIM30-
bl pBOTHI y aeteil ipu CLIP mMeroT TeHaeHIIMIO K Hava-
JIy B yTpEHHHME Yachl, mocyie cHa. MHorma mpoBoIupyro-
mMKUMHU (HaKTopaMH BBICTYTAIOT CTPecC, MepeyTOMIICHNE,
¢usnyeckas Harpy3Ka, JIMTeJIbHAs 9KCIIO3UIIAS Meplia-
IOIIIETO CBETa, HApyIIeHNEe NUEThI, OCTpask pecrupaTop-
Has BUpycHas uHpekuus. B mpoapomaabHOM mepuose,
KOTOpPBIX mautcs 1—2 4, y pebeHKa yxXyalaeTcs: ooIee
CaMOYYBCTBUE, CHIKAETCSI IBUTAaTEIbHAS 1 SMOLIMOHAb-
Hasl aKTUBHOCTb, XapaKTEePHbI Pa3ApaKUTeJIbHOCTD WUJIH,
Hao0O0POT, COHJIMBOCTb, pa3HOOOpa3Hasa BereTaTUBHAas
CUMIITOMATHKa, cyoheOpuInTeT, NHOrAa pedeHOK yKa-
3bIBAET Ha TOIITHOTY, 0OJIM B XKMBOTE WJIM F'OJJOBHYIO OOJIb.
Crenyronias cTaausi «<MHTEHCUBHBIX PBOT» JIJIMTCSI He-
CKOJIbKO YaCOB UJIM CYTOK, IIPY 3TOM PBOTa ITOBTOPSIETCS
kaxabie 10—30 MuH. B oTinume ot KMIeYHbIX MHMEKINA
3HAYMMOTO HapyLIEHUS CTyJIa M JIMXOPaIK1 He OTMEYaeT-
cs. B cTanuu BoccTaHOBIEHUS MPOMCXOAUT MOCTEIEHHOE
MpeKpalieHne 3130108 PBOTHI, YIyYIIAIOTCS alleTUT
U ob1Iee camMmouyBcTBUe. HakoHell, B MEXXITPUCTYITHOM I1e-
pUoIie COCTOSIHUE peOeHKa MOJHOCTbIO HOPMaATU3yeTCs
[17, 24, 49]. CoBoKyIiHas1 MPOIOKUTEIbHOCTD 3MU30/1a
CLIP coctaBaset ot 2 u 10 10 aHeii (B cpeaHem 24—48 4),
MX YacToTa B aKTUBHOM Iepuojae gocturaet 3—12 u 60-
Jiee Mapokcu3MoB B rofl. [1o Mepe B3pociaeHus pedeHKa
MPUCTYIBI ypexatoTcs u K 7—10 rogam nmpexkpaiarrcs.
BeposTHOCTb pa3BuTUs MUTpeHU A0 18 jgeT cocTaBiseT
65-75 % |5, 19, 37].

CHP — auarHos uckitoueHus. Psaa comaTuueckux,
WHGEKIIMOHHBIX, TOKCUKO-METabOJINIECKUX, XUPYpP-
TMYECKUX U HEBPOJOTUUECKUX 3a00IeBaHUIT MOTYT Ma-
CKUpOBaThC Moj 3To cocTtossHue. IIpoBeneHue MPT,
0CO0EHHO B 1e010Te 32001€BaHus, HEOOXOAUMO TIPU MO~
JIO3PEHUN Ha YePEITHO-MO3TOBYIO TPAaBMY WJIN OOBEMHBII
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BHYTpUUYEpPEITHO# Tipoliecc. McciaenoBaHue JTUKBOpa
HUCKJIIOYaeT HelipouHdekuuio. Ha mpakTrke neTsm yaiie
TpeOyeTCsl FaCTPOIHTEPOJIOTUUECKOE MU TOKCUKOJIOTHYe-
ckoe obcienoBanue [6, 41]. Yuer ceMeilHOro aHaMHe3a,
WCKJTIOUeHNE COMAaTOHEBPOJIOTUIECKON IMaTOJIOTHH, CTe-
PEOTUITHOCTh U 3TAITHOCTh Pa3BePThIBAHUS MTapOKCU3Ma
U TMHAMUYEeCKOe HaOIIoIeHUEe TTO3BOJISIIOT ITPEAToaraTh
HaJinuue y pedeHka faHHoro coctosiHug [49, 57].

B ocTtpoMm mepuozie mpoBOAAT CUMIITOMAaTUYECKOE
JieueHue (peruaparaimsi, IpOTUBOPBOTHHIE, CEIaTUBHbBIE
cpenctBa). MmeroTcsd coobuenust o6 apdekTuBHOCTH
CyMaTpuIITaHa U BHYTPUBEHHOTO BBEACHUS TIPETIapaToB
BaJILIIPOEBOM KMCJIOTHI JIJIsI TIPEPhIBAHUST WJIM COKpaIle-
HUU MPOJIOJIKUTEIBHOCTY TIPUCTYTIA PBOTHL. JI71s1 ipohu-
JIAKTUKY PA3BUTUSI TIOBTOPHBIX TIPUCTYTIOB MHOTIA UC-
MOJTB3YI0T AaHTUAMMJIETITUYECKIUE TIPETapaThl (BaJIbIIpOaT,
Tonupamar), 6eta-010KaTopsl (MPOIMPAHOION), aHTHU -
MPECCaHTHl (AMUTPUTITUINH), OJIOKATOPHI KaJTbIIUEBBIX
KaHaJIOB (Bepamammit), pubdodmasuH [28, 30, 35, 57].

AGoMuHanbHas MUrpeHb

AM — mapoKcHU3MallbHOE COCTOSHHE, BOZHUKAIO-
1ee y JeTeil MKOJIbHOTO Bo3pacTa, XapaKTepU3yIoleecs
SMU30ANYECKU MTOBTOPSIOIIMMUCS, BHE3aITHO HACTyIa-
IOIIUMHU ¥ TaKXe HEOXMIAHHO TPEePBIBAIOIINMHUCS 3a-
TSDKHBIMU TIPUCTYIIAMM MHTEHCUBHBIX 00JIel B XKMBOTE,
KOTOPBIM COITYTCTBYIOT BeT€TOBUCIIEPATIbHBIC U TICUXO-
9MOLIMOHAIbHBIE paccTpoiicTBa. [IpMHIMIIMAIBHO, YTO
a0J10MUHAaJIbHBIE 00JIM B 3TUX CJlydasix He 00YyCIOBICHBI
COMAaTUYECKOM, THDEKIIMOHHO-BOCTIAIMTEIbHOM WJIU XU~
pPYpPruyecKoii maroysorueii [6, 9, 16].

[lepBoe ynmoMuHaHMe O B3aUMOCBSI3U MEXIY «pe-
KYPPEHTHBIMU UAMOINATUYECKUMU abJOMUHAIbHBIMU
KpHY3aMHU y eTeli» 1 MOCIeIYIOIIUM Pa3BUTHEM MUTPEHU
npuHamiexut J. Buchman (1921) (uut. no J.C. Cuvellier
u A. Lepine, 2010 [17]). o HacTosiiero BpemeHu AM
OCTaeTCs CIIOPHON KIIMHUYECKON EAUHUILIEN, TEM HE Me-
Hee oHa BkJtoueHa B ICHD 111 (2013) B paznen AT1C. AM
BcTpevaetrcs y 2,4—4,1 % neteit u, 6e3yCIIOBHO, JOJIKHA
paccMaTpuBaTbCs KaK OHA U3 BO3MOXHBIX TPUYUH XPO-
HUYECKUX, PEKYPPEHTHBIX 00JIeil B XKUBOTE Yy AeTei [6,
34]. JeGot AM npuxoautcs Ha 6—8 JeT ¢ MUKOM KJIH-
HU4Yeckoil MmaHudectauuu B 10 JieT, ¢ HEKOTOPBIM Ipe-
obnagaHueM y aeBouek [23, 45]. UccnenoBanus L. Car-
son u coanT. (2011) mokaszanu, 4To ceMelHbIii aHaMHe3
10 MUTpEHU OTMeuaeTcst bosee ueM B 50 % ciydaes [16].

AOJIOMUHAJILHBIN 00JIEBOM MPUCTYI HAYMHAETCS Y pe-
OeHKa HEOXMIAHHO, MHOTAA IIPOBOIIUPYETCS CTPECCOM,
(U3MYECKOI HAarpy3Koil, MH(pEKIMEl, NepeoxIaKaeHUEM,
HapylIeHUeM TUeTHl. bojeBoil CMHIPOM HOCUT MHTEH-
CHBHBII JaBSIINIA, 3HAUNTEIBHO peXe CITa3MaTHIeCKUi
XapakTep, MAaKCUMATbHO JIOKAJTM3YSACh IO CPeIHE IMHUI
JKMBOTA B 00J1aCTH ITymKa. bosieBoMy CHUHIpOMY HEpeaKo
COITYTCTBYIOT BeTeTaTUBHEIC U TICUXO3MOIIMOHAIBHEIC pac-
CTPOMCTBA, aHOPEKCHSI, TOJIOBHAST O0JTh, TOIITHOTA 1 PBOTA,



PYCCKUMN

s TETCKOM
HEBPOAOT UM

OITHAKO MX MHTEHCUBHOCTb MeHee BbIpaxkeHa, yeM ripu CLIP.
B HekoTOpbIX ciydyasx IeTU OTMEYaloT Cy>XeHUue MoJiei
WM HapylieHrWe OCTPOTHI 3peHus. bosieBoii mapokcusm
MPOJOJIKAETCS HECKOJIBKO YaCOB, PEXe CYTOK, U CIIOHTaH-
Ho TipepbiBaeTcsl. [1o OKOHYaHWM 3NMM30/1a CAMOYYBCTBHE
pebeHKa MOJTHOCTBIO HopMau3yetces [6, 16]. duddepeHim-
poBath AM B IEPBYIO OUepeib HEOOXOMUMO C FACTPOIHTEPO-
JIOTMYECKOM, YPOJIOTUYECKOUN Y XMPYPIUUECKOM TTaTOJIOTUEA.
E Dignan u coast. (2001) npociennim MHOTOJETHU A
KataMHe3 y 54 geteit ¢ AM. Ilpu atom B 61 % ciydyaes
OTMEYaJoCh CITOHTAHHOE MCUYe3HOBEHNE a0JIOMUHAb-
HBIX KpU30B B TeUeHHUe 3—5 JIeT, OMHAKO Y psiaa MalnueH-
TOB TTAPOKCHU3MBI 00JIei B XKMBOTE COXPAHSUINCH BILIOTH
IO B3pOCJIOTO COCTOSAHUS. B 3TOM Xe McciemoBaHUU
1o 20-netHero Bo3pacta y 70 % GONbHBIX TPOM30IILIA
TpaHchopMarst AM B TUITMIHYIO MUTPEHb [19].
JleuenHne AM HOCUT CUMIITOMATUYECKUI XapakTep.
HecreponnHple aHAIbIeTHKY, KaK MPABIIIO, HE IIPUBOIST
K OXXMIaeMOMY pe3yibTaty. MMeroTcsT eTMHITIHBIC COOOIIIe-
HUSI 00 3(h(PeKTUBHOCTH CyMaTPUIITaAHA WJIN BHYTPUBEHHOTO
BBEIICHUST BATBIIPOATOB [T KYITUPOBAHMS 3aTSDKHOTO «a0mo-
MUHAJILHOTO 00JIEBOIO KPH3a», YTO YKA3bIBAeT Ha KIIMHUKO-
rnaroreHeTuyeckoe poactso AM u murpenu [16, 34, 50].
MexaHU3MBI pa3BUTHS PEKYPPEHTHBIX TAaCTPOUHTE-
CTUHAJIbHBIX PACCTPOUCTB Y eTell (IMKINYECKUE PBOTHI
u AM) Bo MHOTOM Heu3BeCTHBI. OCHOBHAsI TUIIOTE3a,
paccMaTpuBaeMasl B HacTOsIIIIee BpeMs, OCHOBaHa Ha TOM
¢akTe, UTO HEPBHAS CHUCTEMa U XKeJIyTOYHO-KUIICUHBI
TPaKT MIPOUCXOMIST U3 OMHOU dMOPUOHAIBHON TKaHMU,
MpY 3TOM U LIEHTpajbHasl, U dHTepaJbHas (BereTaTuB-
Hasl) HEPBHbBIE CUCTEMBI TECHO CBSI3aHBI MEXIY CO0O0I,
M OKa3bIBAIOT HEMOCPEACTBEHHOE BJIMSHME APYT HA JIpyra.
[Ipenmnomnaraercs, YTO B OTBET HA SIBHBIE WJIA HE CTOJIb SIB-
HbI€ TPUITEPHI TPOUCXOIUT «BO30YKIEHUE» LIEHTPATbHOM
HEpPBHOM CUCTEMbI, BEICBOOOXIEHNE HEWPOIMENTUIOB,
HEUPOTPAHCMUTTEPOB, BKIIOYAIOTCSI HEMPOTYMOpPAJIbHbIE
U SHIOKPUHHbBIE MEXaHU3MBbI, YTO B C/Tydae FeHEeTUUECKOM
Mpeapacioa0oXXeHHOCTA MPUBOAUT K IU3PETYISILIMU Ta-
CTPOMHTECTUHAJILHOU cucTeMbl [4, 9, 49].

Ipyrue BapuaHmbl IeMCKUX NEpUoAUYECKUX CUHAPOMOB

BeiiieornrcaHHble KIMHUYECKUE CUHIPOMBI B HACTOSI-
1Iee BpeMsI OOIIETTPU3HAHHBI M pACCMATPUBAIOTCST KaK 9K-
BUBAJICHTHI WJINA NPEAIICCTBEHHUKHN Pa3BUTUS Y IeTeil
MUTpeHU. B mociieHme rofsl B IUTepaType NpeaCcTaBICHEI
OITMCAHUS eIl Psia COCTOSTHMIA, KOTOpPbhIE, TI0 MHEHUIO
aBTOPOB, MOTYT OBITh OTHECEHBI K BapMaHTaM MUTPECHU
y neteii (cM. Tab:. 2). HakormnieHue KIMHUKO-3MUIeMUO-
JIOTMYECKUX JAaHHBIX, BEPOSITHO, TTO3BOJIUT B JaTbHEHIIIEM
BKJTIOYUTH HEKOTOPHIC M3 HUX B COOTBETCTBYIOIINIA KJTac-
cudukauoHHbIN pazaen [10, 24, 32, 36, 49].

AbpomuHanbHble MAaeHYecKUe KONUKY
M. Jan u A. Al-Buhairi (2001) onHUMU U3 TIEPBBIX
o0paTtuiu BHUMaHUE HAa BO3MOXHYIO KIMHUKO-MATO-
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TEHETUYECKYI0 B3aMMOCBSI3b MEXAY a0OMUHATbHBIMU
KOJINKaMM Yy JIeTel TTEPBbIX MeCSIIIEB XM3HU U MUTPEHbIO
y B3pociibix [31]. CorinacHo KpUTEpUSIM, MPEAIOKEHHBIM
M. Wessel u coaBr. (1954), Kk abnoMuHaIbHBIM MIaJIeHYE-
ckuM KojukaMm (AMK) oTHocST ciiydau 6ecCipuIMHHOTO
KpUKa 1 HEMOTUBUPOBAHHOTO 0ECTIOKOMCTBA pebeHKa,
MPOJOJIXKAIOIIMECS B COBOKYITHOCTH 0oJsiee 3 U B CYTKHU,
B TeueHue 3 u 6osiee AHEN B HENEIIO U MOBTOPSIOLIAECS
KaK MUHUMYM 3 HeJl, PU YCJIOBUU COATaHCUPOBAHHOTO
MMUTAHKUS U OTCYTCTBUS KaKUX-I100 3a00j1eBaHuii [56].
Ha ocHOBaHUM 3THX KPUTEPUEB CUUTAETCS, YTO KOJUKHU
BcTpevaroTest y 5—20 % neteit mepBbIX 2—3 Mec KU3HU
[35, 49].

HecMmotps Ha To, 9TO «MJIaleHIECKHE KOJTUKI» —
JIABHO M3BECTHOE M IIMPOKO YIIOTpeOasIieMoe B TIearaT-
PUYECKOI MPAaKTUKE TTOHATHE, MEXaHN3MBI Pa3BUTHS 3THX
COCTOSTHUH IO CHX TIOP OCTAIOTCS IIPEIMETOM IUCKYCCHIA.
besoroBopouHoe orHeceHue AMK MCKITI0UnTEIbHO K 00-
JICBBIM Cla3MaM KUIIIEYHWKA Yy peOeHKa, BRI3BAHHBIM
M30BITOYHBIM Ta3000pa30BaHUEM, HAPYIIICHUEM THETHI,
IUCOMO30M KMIIIEYHUKA U T.11., — B OOJIBIIICI CTETICHU
WCTOPUYECKU CIOXUBIIEECS TPeICTaBICHUE, HEXEIN
Hay4YyHO JoKa3aHHBIN (akT [23]. MccnenoBanus mokasa-
JIW, YTO HEJIBIN PSIT CIy9IaeB MIaIeHISCKIX KOJIUK MOTYT
OBITh OTHECEHBI K CAMBIM PAaHHUM SKBUBaJICHTAM MUTpe-
Hu [35, 49]. Hanmpumep, A. Gelfand u coaBt. (2012) orme-
TUJIU, YTO Y MJIAJICHIIEB, MAaTEPU KOTOPBIX CTPAIAIOT MUT-
PEHbIO, CTATUCTUYECKU JOCTOBEPHO Yallle OTMEYAIOTCs
KOJIUKU, YeM Y JeTeli KOHTPOJIbHOM rpynibl [23]. M. Jan
n A. Al-Buhairi (2001), a takxke S. Romanello u coaBT.
(2013) npu aHanu3e, OCHOBAHHOM Ha aHKETUPOBAHUU
poauTeseii, moKa3auau, 4YTO Y MOAPOCTKOB C MUTPEHbBIO
3HAYMTEJbHO Yallle B MJIaAeHUYeCTBEe BCTpeUaluCh KO-
JIMKHU, HEXENIU B 1IeJIOM B IeAMaTPpUUEeCKON MOMyJIsi-
uuu [31, 42]. ABTOpBI IpULIIK K BeIBOAY, 4TO 20—30 %
cnyyaeB AMK MoryT ObITb B TOM WM MHOM CTETEHU
COOTHECEHBI C 9KBUBaJeHTaMU MUTpeHu. OIHAKO 3TU
HCCIeIOBaHUSI MaJIOYUCIEHHBI U TPEOYIOT JaJIbHEHUIIIero
MOATBEPKAEHUS, HAKOTIJIEHUST KTMHUYECKOTO MaTepu-
ajla ¥ MPOBEIeHUsI MHOTOJETHUX MPOCTEKTUBHBIX Ha-
omoneHuit [35].

ITpusepxkeHubl B3rasgaoB Ha AMK kak Ha BapuaHT
HTIC BbICKa3bIBAIOT TUITOTE3Y, YTO MATOTEHETUUYECKUE ME-
XaHU3MBI B 3TUX ciydasx cxoxu ¢ AM [49]. Kpome Toro,
OecnpUYMHHOE OECOKONCTBO MIaJIeHIIa Yallle HaulHaeT-
cs1 BO 2-1i MOJIOBMHE HS, OMKe K Beuepy, KOoria yCuivBa-
eTcs BaroTroHnyeckoe BiausiHue [35]. C apyroii CTOpOHBHI,
M. Jan u A. Al-Buhairi (2001) monararmoT, 4TO HEMOTHU -
BUPOBAaHHbIE KPUKU PEOCHKA CBSI3aHbBI HE C «KUIIEUHBIM
dakTOpoM», a O0YCIIOBIICHBI «pa3IpaskeHUEM» [ICHTPaTb-
HOU HEPBHOW CUCTEMbl AHAJIOTUYHO TOMY, YTO MPOUCXO-
out nipu Murpenu [31]. B aToil cBSI3U aBTOPHI CUUTAIOT,
YTO KOPPEKTHEE YNMOTPeOIATh TEPMUH, MPEITOKEHHBIN
eme M. Wessel u coaBt. (1954), — «mapoKcu3Mbl pasapa-
KUTEJIbHOCTU MJIaAeHLIEB» [56].
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AMK — nuarHos uckmoueHus. AuddepeHumnanbHas
JMIMarHOCTUKA MPOBOAMUTCS HE TOJBKO C COMaTUYECKUMU
U XUPYPIUYECKUMU 3a00JIEBAHUSIMU, HO U C HEKOTOPBIMU
YPTreHTHBIMU HEBPOJIOTUYECKUMU COCTOSTHUSIMU (HEHpo-
UH(EKIYS, OMyX0Jb, YePEITHO-MO3rOBasi TpaBMa, reMop-
paruyecKuii MHCYJIbT, OKKJIIO3UOHHAS Tunpouedanus).
Camu no cebe AMK — nobpokauecTBeHHbIH (HhEHOMEH,
CIMOHTAHHOE MPEKPAILIEHUE TAPOKCU3MOB B OOJIBILITHCTBE
ciayvyaeB otMeudaercs K 3—4 mec. TeM He MeHee MHOTOJI-
HEBHbIE KPUKU U O€CTIOKONCTBO MJIaIcHI[a MOTYT BbI3BaTh
XPOHUYECKUI CTPECC Yy IMOLIMOHATBHO HEYCTOMYMBBIX
ponuTesiell U, COOTBETCTBEHHO, OBITh IMOTEHIIMATBLHOMN
TIPUYUHON Pa3BUTHSI TAKOTO IPO3HOTO Y MHBATMIU3UPYIO-
IIIETO COCTOSTHUS y pebeHKa, Kak “shaken baby syndrome”
(«cMHAPOM BCTPSICKM MJTaneHa») [35]. K coxaneHuto, Mbl
OBLTY CBUACTEISIMU 2 TAKUX CITy4aeB.

CuHAapoM UUKNu4ecKoii psombl nnoc

ITpunsTo cunrtath, uto CLIP BcTpevaeTcst y n3Hauab-
HO HEBPOJIOTMYCCKN M COMATUUECKU 3TOPOBHIX ACTEHA.
Tem He menee R. Boles u coaBt. (2003) omucanu rpyIimy
JIeTeil paHHETO BO3pacTa C HeIIPOTrPECCUPYIOIITMMH HEBPO-
JIOTUYECKUMM 3a00JICBAaHUSIMU, Y KOTOPHIX OTMEYAINCh
uneHtTudHbie CLIP moBTOpsIommecs: 31306l PBOTHI,
He 00YyCJIOBJIEHHbIE COMAaTUYECKON UJIM XUPYPIUYECKOM
IMaTOJIOTHE . ABTOPBI PEIJIOXKIUIH VTSI 9TUX CJTy4aeB UC-
noJyib3oBaTh AeduHunnio «CLP rmmoc», monaras, 4to 310
caMocTosTeNIbHasI KanHudeckas equauua cpeau JAT1C,
B OCHOBE KOTOPOI JIexKaT MHbIE aTOTeHETUYECKUE Me-
XaHU3MBI, HEXEJIN MPU KJIacCMUYeCKOM BapuaHTe. B aToit
CBSI3M PACCMATPUBAETCS TUITOTE3a, YTO MPUIMHOMN TaKMX
COCTOSTHUI MOTYT OBITh BPOXKIEHHBIC MUTOXOHAPUATbHbBIE
1M Metaboaunueckue HapyueHus [12, 55]. OgHako 6e3-
OrOBOPOYHOE OTHECEHUE UX K MePUOIUUECKUM CUHAPO-
MaMm, T. €. K 9KBUBAJIECHTaM MUTPEHH, BeChMa CIIOpHO [36].

CuHAPOMbBI <OrNYyWeHHOro cocmosHua» (confusional

migraine) u <Anucbl B cmpaHe yynec»

DT0 peaKue MmapoKcu3MaabHbie (heHOMEHBI y IeTei
LIKOJILHOTO Bo3pacTta (6—12 j1eT), KOTOpbIe OTMEYAIOTCS

1. derckas HeBposorus. KiimHuyeckue

of epilepsy. Ed. by E.D. Belousova,
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KakK B CTPYKType MUTPEHO3HOW ayphl, TaK U MPU OTCYT-
CTBUM y JeTeil TunuyHoil murpenu [44]. ITapokcuzmbl
MPEICTaBJSIOT COO0ON OTHOCUTENIBHO KPATKOBPEMEHHbIE
(MUHYTBI, pexke 4achbl) HEOObIYHbBIE 3PUTEbHbBIE U IICUXO-
CEHCOPHBIE WITIO3UU U ollylieHus1. B MoMeHT npuctyna
yTpaTa CO3HAHUS U IPYTHE BEreTOBUCLIEPATbHbBIE (heHOME-
HBI OTCYTCTBYIOT. [0710BHasi 00JIb €CJIU U BCTpEYaeTcs, To,
KaK MpaBUJIO, HE HOCUT cie(UIECKOTO MUTPEHO3HOTO
xapakTepa [24, 36].

JleTu, nepexXrBIINe COCTOSTHUE «CUHAPOMA AJTUCHI»,
OIKCHIBAIOT TIOSIBJICHNE Y HUX HEOOBIYHBIX 3PUTETbHBIX
WITIO3WIA W OIIYIIEHUI — YMEHBIIIEHUE WX YBEJIMICHIE
(MUKpO-, MaKpOIICUsl), yaaJleHue (TeIeomnCHusi), UCKaxe-
HHe (MeTaMOopdOIICHsT) HaOII0IaeMOTO 00BEKTA, TIPY 3TOM
HEKOTOPHBIC IETU XKAIYIOTCS Ha 3pUTEIbHBIC TaJTIOIIMHA -
U (BCITOJIOXH SIPKOTO CBETA, IBYDKYIIINECST TOYKH, IIBETA
pamyru 1 T.11.) [ 10, 44].

[Ipu cuHOpPOME «OTNIYIIEHHOTO COCTOSIHMS» (COon-
fusional migraine) y pebeHKa OTMEUYalOTCSI HEOXKMIAHHO
HACTYIIAIOIINE 330l NU3MEHEHMST BOCIIPUSITHUSI OKPY-
JKaroIIEero, YyBCTBO 3aMEIJICHUS TCUCHUST BpEMEHU, He-
TMOHUMAaHMS 11eJIeCO00Pa3HOCTU ITPOUCXOISIIETO BOKPYT,
NIe30pUEHTALIMS B TIPOCTPAHCTBE U BPEMEHM, OLIYIIICHUE
MPUTJIYIIEHHOCTH 3ByKOB. IHOTIa oTMeualoTcs Cy>KeHue
ToJieit 3peHusI WiIn TepruopabHbIe TTapecTe3nn. Heko-
TOpPBIC IETH YKA3bIBAIOT, YTO B 3TOT MOMEHT «HaXOISITCS
Kak ObI BHE TTPOUCXOASIIINX BOKPYT HUX COOBITUI 1 BUAST
BCE CO CTOPOHBI». JIBUTaTeIbHAsI M SMOIIMOHAIbHAS aK-
TUBHOCTh peOeHKa HEPEAKO 3aMeNIsIeTC s, 3aTPYAHSIeTCS
aKTUBHBIN peueBOil U UTPOBOI KOHTAKT. [IpuHUIMTINATE-
HO BaxkHO, YTO CO3HAHME IPU 3TOM BCEraa COXpaHEHO
U MOCTIPUCTYITHAsI aMHE3UsI OTCYTCTBYeT. OJHAKO He-
KOTOpbIE AETU, OCOOEHHO MJIAJIIEro Bo3pacTa, HE MOTYT
YeTKO OMMCcaTh, YTO C HUMU ITporcxoauio [36, 44].

be3ycioBHO, 4TO U B MepBOM ciyyae («CUHIPOM
Anucel»), 1 Bo BTopoM (confusional migraine) Tpedyercst
HUCKJIIOUEHUE SMUICTICUM, YePEITHO-MO3TOBOI TPaBMBbI,
MHTOKCHUKAIIUIA, B TOM YMCJIe TOKCUKOMaHUM, TUTIEPBEH-
TWISSIMOHHOTO CUHIPOMA, IICUXOJIOTO-TICUXUATPUUECKUX
paccTpoiicTB [49].
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Cuxnppom Pemma: mpyaHocmu guarHocmuxu
(KNUHUKO-NCUXONAMONOruU4YecKue achekmbi)

E.B. Mamununa, 11.B. 3a0031aeBa
Kageopa ncuxuampuu @I'bOY BO «IO0xcro-Ypanrvckuii eocyoapcmeentuiii meduyunckuii ynusepcumem» Munzdpasa Poccuu;
Poccus, 454092, Yeasounck, ya. Boposckoeo, 64

Konmaxmoi: Hpuna Basrenmunosna 3a6osznaesa zabazl@mail.ru

IIpedcmasaeno onucanue pedko2o KAUHUYECKO20 CAVHAs amunu4noi gopmul cunopoma Pemma y desouxu-nodpocmra. Ocobennocms
3a001€6aHUs1 3AKNI04ANACH 8 NO30HeM 0eBrome KAUHUHeCKUX CUMRIMOMOG (8 sospacme 6 1em), K0e0a nOA8UAUCH AYMUCMU1ecKoe nogede-
HUe u peepecc 6 pazgumui, a makKice pedKie cmepeomuntvle 08UNCEHUsl PYKAMU, ¢ XAPAKMEPHLIMU USMEHEHUAMU HA INeKmpodHyedhano-
epamme 6 guoe 000pOKauecmeeHHbIX INULNMUGOPMHBIX nammepHos demcemeéa. B nodpocmxosom éo3pacme (6 12 nem) 603HuKAU S5NU30-
Obl eunepeeHMuUNAYUY U 3A0ePIHCKU ObIXAHUS, OeopmMayus CRUHbL, HeadeK8amHubli cmex U NpoH3umensHole Kpuxu. Memodom npsmoeo
asmomamu4eckoeo cexeeHuposanus 6 eene MECP2 (3x30ubl 1—4) Obiaa viséieHa Mymauyus 8 2emepo3ueomuom cOCMosaHul (8apuanm
¢.674>G/N).

Karoueevie caosa: amunuunas gpopma cunopoma Pemma, aymucmuueckuii peepecc, 0o6pokavecmeentble Snusenmugpopmusie nammepHsl
demcmea, npsmoe agmomMamu1ecKoe CeK6eHUpOBaHue

DOI: 10.17650/2073-8803-2016-11-3-49-56

RETT SYNDROME: DIFFICULTIES OF DIAGNOSTICS (CLINICAL AND PSYCHOPATHOLOGICAL ASPECTS)

E.V. Malinina, 1.V. Zabozlaeva
South Ural State Medical Academy, Ministry of Health of Russia; 64 Vorovskogo St., Chelyabinsk, 454092, Russia

Showed a rare case of atypical forms of Rett syndrome in girl adolescent. The peculiarity of the disease was in the late manifestation of clini-
cal symptoms (6 years old), when there was autistic behavior and regression in development, as well as rare stereotypical hand movements,
with characteristic changes in the EEG as benign epileptiform patterns of childhood. In adolescence (12 years) there were episodes of hyper-
ventilation and arrest breathing, deformation of the back, inappropriate laughter and screams. Was found mutation in the heterozygous state

(5.674>G/N) in the gene MECP2 (exons 1—4) by the method of direct automatic sequencing.

Key words: atypical form of Rett syndrome, autistic regression, benign epileptiform patterns of childhood, sequencing method

Cunapom Perra (RTT, MIM 312750) — opdan-
HOE MpOorpeccupyloniee HacaeICTBEHHOE 3a00IeBaHUE,
OOBIYHO CMOPAINYECKOE, CBSI3aHHOE C HAapyUIEHUEM
Pa3BUTUSI LIEHTPAIbHOW HEPBHOW CUCTEMBI. DTO CaMblil
pacnpoCTpaHEHHBI U COLIMATbHO 3HAYMMBIA TEHETH -
YeCKMI CUHAPOM, PUBOISIINIA K perpeccy ImcuxoMo-
TOPHOTO Pa3BUTHSI, AyTU3MY M YMCTBEHHOI OTCTAJIOCTH
y A€BOYEK U HEPEAKO — K Pa3BUTHUIO 3nujencuu [4, 5,
13, 26, 38, 39, 40, 41].

Cunapom PeTTa mpenctaBisieT coboil TsKesoe Ha-
CJIeICTBEHHOE 3a00JieBaHUE, COMPOBOXAAIOIIEECS Hapy-
IIEHUSIMUA HEPBHO-TICUXNYECKOTO Pa3BUTHSI MAIIUEHTOB,
C HOpMaJIbHBIM pa3BUTHEM 110 6— 18 Mec U mocieayolei
yTpaToii c(hOpMUPOBAHHBIX paHee HABBIKOB CaMOOOCITY-
>KUBAHUS U 1IeJIeHAIPaBIeHHBIX JIBUXXEHUN PYK, OHU 3a-
MEIIAIOTCST CTEPEOTUTTHBIMUA «MOIOIITUMU» JIBUKEHUSIMU,
COYeTAIoIMMMUCS C TTOTHOM ToTepeit peun. Pacripoctpa-
HeHHocTb coctaBisieT 1:10000—1:15000 cpeay auil >keH-
CKOTO T10J1a, Y MaJTbuMKOB BCTpevyaeTcs KpaitHe penko |1,
4,7, 39].

B 1988 . BcemupHas accolmanusi o u3y4eHuto CuH-
npoMa PetTa cpopmynupoBana 9 00s3aTeIbHBIX TUAr-
HOCTUYECKUX KPUTEPHEB ISl BhISIBJICHUS 3a00JIeBaHUS,
8 TOMOMHUTENBHBIX U 7 UCKITIoYatolux [14].

Ob6s3amenvHble duaeHocmuieckue Kpumepuu CUHOpoMa
Pemma:

1) HopMaJTbHOE pa3BUTKE B ITPEHATAILHOM U ITEpUHA-
TaJbHOM TePUOJIe 10 Havajia 3a00JIeBaHusI;

2) HOpMaJTbHOE TICUXOMOTOPHOE Pa3BUTHE B IIEPBEIC
6 MecC KU3HU;

3) HopMaJIbHAasT OKPY>KHOCTb TOJIOBBI TIPU POKICHNM;

4) yMeHbIIIEHUE TEMIIOB POCTa IFOJOBBI MEXIY 5 Mec
" 4 rogaMu;

5) motepss NpUOOPETEHHBIX HABLIKOB 1ieJieHAIpaB-
JIEHHBIX IBVDKEHUI pyK B Bo3pacte 6—18 mec, cBsizaHHAas
C HapylIeHNeM KOMMYHUKATUBHBIX HABEIKOB M COLIMATb-
HOW U30J11en;

6) BbIpaKeHHbIE HapylIeHUsI POPMUPOBAHUS DKC-
TIPECCUBHON 1 PELIETITUBHON peur M HAJTMINE OYCBUIHOTO
TICUXOMOTOPHOTO perpecca;
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7) cTepeoTUITHbIe IBUXKEHUS PYK (TOTUpaHUE, MOXJI0-
MbIBaHUE, TTOCTYKUBaHKE, COCAHUE TaIbIEB U Ap.), BO3-
HUKIIIWE TTOCJIe YTPAThI LieJeHATIPaBICHHbIX TBVKEHUIA;

8) mosiBJIeHMe TPU3HAKOB alPaKCUK U aTAKCUW MEXKITY
1 1 4 rogaMu XXU3HU;

9) ycTaHOBJIEHUE TPEAIOJOXUTEIBHOTO IMarHo3a
MeXay 2 U 5 rogaMu XXKU3HU.

Jlonoanumenshble duaeHocmuueckue Kpumepuu:

1) npIXaTesIbHbIE PACCTPOMCTBA: TIEPUOANUECKUE TTPU-
CTYIIBI aITHOD BO BpeMst OOJIPCTBOBAHUS, TUTICPBEHTHIISI-
ust, GopcUpoBaHHOE M3THAHWE BO3IyXa U CITIOHBI;

2) CynOpOXHbIE TPUCTYIIbI;

3) CITaCTUYHOCTD, YaCTO COUETAIOIIASICS C IUCTOHMEH
1 aTpoyeit MBIIIIIT;

4) mepueprdecKric Ba3OMOTOPHEIC PACCTPOMCTBA;

5) cKOJIMO03;

6) 3agepKKa pocTa;

7) runepTpoduUHbIe MaJ€HbKWE CTYITHU;

8) anekTposHIIeamorpadpmiccKrie U3MEHEHMSI.

Hckarouarowue cundpom Pemma duazrocmuueckue Kpu-
mepuu:

1) BHYTpuyTpOOHasI 3amepkKa pocTa;

2) opraHoMerauus Wi Apyrue npusHaku O0osie3Heit
HaKOTUICHUS;

3) peTuHOMATHS WU aTPODUS TUCKOB 3PUTEIBHBIX
HEPBOB;

4) muxpouedanus pu poKICHNN;

5) nmeprHaTaIbHO MPUOOPETEHHOE TTOBPEXKICHUE MO3Ta;

6) HanMuKre UAEHTUPULIMPOBAHHOIO META00INYECKO-
IO WJIW JPYrOro MpOrpecCUupyroLiero HEBPOJIOrn4ecKoro
3a00JIeBaHUS;

7) ipuoOpeTeHHbIe HEBPOJOTUYECKHE HAPYIIEHUS
B pe3yJIbTaTe TsLKeJIoM MHMEKIIUU UK YeperTHO-MO3I0-
BOM TpaBMBI.

Cnyuau 0oJie3HU, YAOBIETBOPSIONINE BCEM 00s13a-
TeJbHBIM KPUTEPUSIM, HA3BaHbI Kadccuteckumu N HaOJIio-
JIAloTCs TpaKTUYECKHU Beerma y aeBouek [10, 29, 35, 36].
OmHako XeHCKMI TOoJI He SIBJIsIeTCsl 00s13aTeIbHbIM KpH-
TepueM, ITOCKOJIbKY 3TO MOXKET B 3HAUUTEIbHOI CTENIEHU
JIe30pMEeHTUPOBaTh Bpaueil B xone nuddepeHinaibHom
IWAarHOCTUKY cuHApoMma Perrta y maibunkos [34, 36].
BoceMb 10MOTHUTETBHBIX KpUTEPUEB OOBIYHO HAOII01a~
10TCs y OOJIBHBIX CMHAPOMOM PeTTa, HO HM OWH U3 HUX
He MpeICTaBIIIeTCST 00s13aTeIbHBIM JIJIsl [TOCTAHOBKU JMar-
Ho3a. M3 ucKiIoyarommx KpuTeprueB J0CTaTOYHO OTHOTO,
YTOOBI IMArHO3 He ObLT MoaTBepkaeH [1].

B 1999 r. 6112 onpeneneHa reHeTuyeckast IpuyrHa
Ooste3Hu. Dtronorust cuHapoma Perra cBsizaHa ¢ myTanu-
MU B reHe MECP2, pacrionioXXeHHOM Ha JJTMHHOM Iieve
XpoMocoMbl X B yyacTKe Xq28 U KOAUPYIOUIEM METUI-
CpG-cBasbiBarouii 6enok 2 (MECP2), urpatoliiem Kito-
YEBYIO POJIb B ATUTEHETUUECKOU PETYJISIIIUY aKTUBHOCTH
TeHOB LIEHTPaJIbHOI HEepBHOM cuctemsl [4, 8, 15, 39].

Myrauuu reHa MECP2 BHISIBASIOTCST Y OOJTBITUHCT-
Ba (35—90 %) nauMeHTOB C KJIMHUYECKUMU IIPU3HAKAMU
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KJ1accu4eckoit (hopMel cuHApoMa Perta u go 60 % nui
C aTUITMYHON KJIMHUYECKOW KapTUHOM JaHHOTO CUHApOMA
[2, 26, 27, 30, 31, 35, 36]. OnHako onucaHbl caydau 3a00-
JIEBaHMSI, TIPU KOTOPBIX OTMEYAETCST OTCYTCTBUE MYTalIMil
reHa MECP2, HecMOTps Ha TTIOJTHOE COOTBETCTBUE JUAar-
HOCTUYECKUM KpUTepUsiM cuHapoMma Perra [22, 27, 33].

ITomumo rena MECP2 y UHAUBUIYYMOB C aTUMTNY-
HBIMHA (hopMaMM CUHApOMa PeTTa BBISBICHBI MyTalllU
u B npyrux reHax: FOXG1 (forkhead boxprotein G1), kap-
TUpoBaHHOM B yyactke 14q12, CDKLS5 (cycline-dependent
kinase-like 5) B yuactke Xp22.13; cyOMUKPOCKONUYECKIE
JEIIeIIN B yaacTKe X (28, 3aTparusatomue reH MECP2, xo-
TOpPBIC HEBO3MOKHO OOHAPYKUTh TOJIEKO C MCITOJIb30BaHM -
€M MOJIEKYJISIPHO-TeHETUUECKIX METOIOB [IJIST BBISIBIICHMST
BHYTPMIeHHbIX MyTaLuii [3, 8,9, 11, 12, 16, 21-24, 28, 40].

M3BecTHO, YTO MHOTME M3MCHEHUS B ITOCJICIOBA-
TEeIBHOCTH paciiojioxkeHus reHa MECP2 He MOTYT pac-
CMaTpHUBAaThCS KaK IMAaTOTeHHBIE MYTaIliU, CJICIOBATEIbHO,
WX OIpeIeICHNE He SIBISICTCS eIMHCTBEHHBIM M CITCIIH-
(UIHBIM METOIOM JIA00OPATOPHOM TMATHOCTUKU CUHIPO-
Ma Perra. MccnemoBaHus TTOCIEIHUX JIET HAIpaBICHBI
Ha oOHapyxXeHHe OMOJIOrMYeCKUX MapKepoB (MOJIEKY-
JISPHBIX U IIUTOTeHETUIECKMX ), KOTOPHIE MOXKHO MCITOJIb-
30BaTh B JOKJIMHUYECKOW U MPEHATAIBHOW IUAarHOCTUKE
cuHapoma Perra [7, 39].

HccaenoBaHusI TeHETUYECKUX MPUYNH BBISBUIIN,
4yTO He MeHee 25 % caydyaeB cuHIpoma Perrta, B KOTOPBIX
He BBISBIISIIOTCS MyTaluu reHa M ECP2, BbI3BaHbl MUKPO-
JIEeJEHIUSIMUA B XpOMOCOMHOM y4acTke Xq28. C moMollbio
BBICOKOPA3PEIIAIOIINX MOJEKYISIPHO-IIUTOTEHETUIECKIX
meTonoB (BAC-oligonucleotide array CGH) 6b111 0OHa-
PYXEHBI JeelInu B XpOMOCOMHOM ydacTKe Xq28, 3aTpa-
ruBatoiue reH MECP2, KoTopble ObUIM acCOLMMPOBAHBI
¢ OoJiee IETKUM TeYEHHMEM KaK KJIaCCMUeCKOl, TaK U aTh-
nuyHoi (popm cuHapoma Petra. C mOMOIIBIO TEXHOAOTUM
MoJieKyasipHoro KapuotunupoBaHus (array CGH) 6b110
MoKa3aHo, YTO TeHOMHBbIE JAeJeUU (XPOMOCOMHbBIE MHU-
KpOJeJeln), OXBaThlBaIOIIME YYaCTOK XPOMOCOMBI X
B obonactu reHa MECP2 (yyactok Xq28) v mpuBoOAsIIe
K TIOJIHOI AejiellMy I'eHa, STUOJOTUYEeCKU U MaToreHe-
TUYECKU MOTYT OBITh CBA3aHBI C (DEHOTUITOM CUHIpPOMA
PetTa y neBouek. Takum obpazom, Bo n3bexkaHue OLLMO0K
P JTabOPAaTOPHOI TMATHOCTUKE KIMHUYECKU Y TeHETH -
YECKM TeTEPOreHHOTO 3a00JIeBaHUsI, CBSI3aHHOTO C ayTH-
CTUYECKUMM PACCTPONCTBAMM, TAKOTO KakK CUHApPoM PetTa,
HEOO0XOIMMO KOMIUIEKCHOE MCITOJIb30BaHNE Pa3IMYHBIX
MOJIEKYJISIPHO-TEHETUIECKUX U TTIOCTTEHOMHBIX TEXHOJIO-
Ui, BKITIOYasi MOJIEKYJISIPHOE KapUOTUIIMPOBaHKE (array
CGH) [3, 4].

TToMuMO KJTaCCUYECKOTO TUTIA BBIACISIOT amunu4ible
¢opmur cunapoma Perra (atypical Rett syndrome, MIM
300672, 312750, 613454), ycraHOB/IEHHbIE HA 0a3e JUATHO-
CTUYECKUX KPUTEPUEB U CBSI3AHHBIE C PA3IMUHBIMU MYyTa-
musimu. B. Hagberg BbiaesieT «mpoMeKyTOUHbIE», «CTep-
ThIe» (popMbl cuHApoMa Petta [20]. OTo ciiyyau ¢ paHHUM
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(C MepBbIX MECSIIEB KU3HU) WU MO3AHUM (TTocie 3 JieT)
HayvajioM 3a00JIeBaHUsI. ATUTIMYHBIC CIyIau IIPeICTaBIsI-
10T cO0O0I1 TICMXOMOTOPHBIE PACCTPOMCTBA U XapaKTepH-
3YIOTCSI HETTOJTHBIM COOTBETCTBHEM BCEM 00SI3aTeIIEHBIM
KPUTEPUSIM TUITMIHOTO cMHApoMa Petta. OHI MOTYT TIpo-
TeKaThb Kak ¢ 0oJjiee MSTKOM, Tak U ¢ 00jiee BhIpaKeHHOM
KIMHUYECKOU KapTHHOM. XapaKTepn3yIoTCI OTKIOHEHU -
SIMU B HEBPOJIOTMUECKOM Pa3BUTHUH, KOTOPBIE C BO3PACTOM
00pa3yroT KapTUHY, CXOIHYIO ¢ CMHIpoMoM PetTa, ¢ coxpa-
HEHUEM OOLIE MOTOPUKU, €1Ba Pa3IMYUMbIMU HEBPOJIO-
TMYIEeCKIMU aHOMAJTUSIMU, B TIEPBYIO OUepelb MaHyaTbHOM
aIlpaKkCcHein; ¢ 3aIePKKOM pedr 1 HapyIIeHUEeM TICUXITIe-
cKoro pa3BuTHsI. HekoTophie BapraHThI cuHIpoMa Perra
OLIMOOYHO IUATHOCTUPYIOT KakK ayTusM |19, 26].

DIMIeMHIOIOTH 3a00JIeBaHNSI OKOHYATEIBHO HE YCTa-
HoBJeHA. 1o OTHebHBIM TaHHBIM, BKJIAI aTUITMIHBIX
¢opM B 0OIIIYIO SMUICMUOIOTHIECKYIO KAaPTUHY CHHApPOMA
Perra cocraBnsier 11 %, a pacripocTpaHEHHOCTb — IIPU-
MepHo 1 cayyaii Ha 45 Teic. HaceneHud [12, 26]. Cpenu
HaumOoJIee YaCThIX BapUaHTOB CUHApoMa Perra mipeBanu-
pYET BapMaHT C COXPAaHHOM peublo [42].

JnarHO3 OCHOBBIBACTCS HAa IMATHOCTUICCKUX KPUTE-
pUSIX aTUIMYHON (hopMbI cMHApoMa Perra, pa3padboraH-
HBeIX B 1994 . B. Hagberg. ATUmm4HLBIN ciydail JOJKeH
OoTBeYaTh 110 KpaiiHeil Mepe 3 13 6 OCHOBHBIX KPUTEPHEB
1 KaK MUHUMYM 5 13 11 TONOTHUTETbHBIX.

OcHogHble Kpumepuil:

1) yacTUYHAas WIM TIOJTHAsI yTpaTa HaBBIKOB, CBSI3aH-
HBIX C TOHKO MOTOPUKOM, K TO3IHEMY MJIAJEHYECKOMY
WX paHHEMY JIETCKOMY BO3pacTy;

2) yTpaTa NOsSIBUBILIMXCSI paHee JiereTa, CIOB Win ¢pas;

3) xapakTepHble CTEPECOTUITHBIE IBUXKEHUS pyKaMu,
yalie BCero ABYpYYHbIe NBUXKEHMS Tepel Co00, Harpu-
Mep MOIOIIIME, TTOXJIOMNbIBAIOIINE, PyKa B POT U T. 11.;

4) paHO MpOosIBJsIONIEeCs HapylIeHue KOMMYHUKa-
LIMM: u30eraHue KOHTaKTa, ayTOCTUMYJISILIUS U Apyrue
ayTUCTUYECKHUE OCOOEHHOCTH;

5) 3aMeJUIeHre CKOPOCTU POCTa OKPYKHOCTH TOJIOBHI;

6) ocoboe TeueHMe: MepHro B 1IeJJOM HOPMAIbHOTO
pPa3BUTUSI CMEHSIETCS MIEPUOJOM perpecca, 3a KOTOPhIM
cJieyeT BOCCTAaHOBJIEHNE KOHTaKTa 1 KOMMYHUKAIIVH.

JlonoanumenvHole Kpumepuu:

1) 3130061 TUTIEPBEHTUIISILIVN M 3811 P3KKI TBIXaHS

2) aspodarus;

3) ckpexeTtaHue 3ydoamu;

4) nucripakcusi MOXOAKMU;

5) nepopMalusi CIUHBI;

6) nedopMaLus HOT;

7) TUTIOTUTACTUIHBIC, CHHIONTHBIC 1 XOJIOIHBIC CTYITHU,

8) xapakTepHble aieKTpoaHLedanorpadpuyeckue (DDI)
W3MEHEHUS] — MEJICHHOBOJIHOBAs aKTUBHOCTB, 9aCTO
B KOMOWMHAIINY C SMTAJICNTU(DOPMHOI aKTUBHOCTBIO;

9) HeameKBaTHBIN CMEX U TIPOH3UTEIbHBIC KPUKM;

10) HapylieHre 00JIeBOI YyBCTBUTEIBLHOCTH;

11) uHTEHCHUBHAsI KOMMYHUKALIUS C TIOMOILIbIO B3IJISIIA.
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Heob6xonumMo oTMeTUTh, 4TO auddepeHIupo-
BaTh aTUMUYHbIe POpMBI cuHApoMa Perra oT apyrux
HEPBHO-TICUXUYECKUX 00JIE3HEW C ayTUIHBIMU ITPO-
SIBJICHUSIMU KpaliHe CJIOXKHO M3-3a IIMPOKOTO CITEeKT-
pa KIIMHUYECKUX Pa3Indnuil aTUTIMYHBIX CIy9aeB 3TOTO
3a00J1eBaHUS.

OrpeneieHo HeCKOJIbKO CyOBapuaHTOB aTUITUIHOM
dopmbl cuHapoma Petra.

1. Bapuanrt lanadwibna (Hanefeld) ¢ panaum Ha-
YaJioM CYIOPOXHOTO CUHIpOMa XapaKTepU3yeTCsl 2T~
JIETITUYECKUMU TIPUCTYIIAMU B TIEPBBIE MECSIIbI KU3HU
C TIOCIIEAYIONINM Pa3BUTHUEM CIIEIIUDUIECKUX IPOSIB-
neHnit cmHapoma Perrta. 3abojieBaHME YacTO BHI3BAHO
MYTallsIMU B PacIiojiOKeHHOM Ha X-XpOMOCOME TeHe
CDKLS5, B yaactke Xp22.13, KomupyromeM OTHOMMEHHBII
SIICPHBIN 0EJI0K, KOTOPHBIM 3KCIIPEeCCUPYyeTCs B KICTKAX
LEHTPAIbHOI HEPBHOM CUCTEMBI 1 TIPEATIONOXUTCIHHO
YJacTBYET B TeX K¢ BHYTPUKJICTOUYHBIX IIPOIIECCax, UTO
n MECP2, n Tpanciiokauueii ¢ yuactueM reHa NTNG1
(1p13.2—p13.1) [7, 16, 22]. Myrtauuu rena CDKL5 Haxo-
11y 28 % 0onbHBIX AeBouek |30, 39].

2. Bapuant Ponanmo (Rolando) — BpoxxaeHHast, Ham-
bojiee TsKenasa ¢popMa aTUITMYHOTO cuHApoMma Perra
C pa3BUTHEM B TeUCHME TEePBBIX 3 MeC KU3HU KJIacCU-
YeCKOM KJIMHUYECKOI KapTUHBI 3a00JieBaHNsI. DTOT Ba-
pMaHT, KaK MPaBUJIO, BLI3bIBAIOT MyTalnu B reHe FOXG1
(14q11—q13), kapTupoBaHHOM B yyacTKe 14q12.

3. Forme fruste — 6onee MATKMIT BapuaHT C paHHUM
HayvaJoM, HEeTIOJHBIM Pa3BUTHEM KIMHUUECKON KapTUHBI
M 3aTSKHBIM TEYCHHUEM.

4. BapuaHT ¢ Mo3AHMUM HavajaoM (a3bl perpecca xa-
pakTepU3yeTCsl HOPMAJIbHOM OKPY>KHOCTbIO TOJIOBBI U 0=
CTETICHHBIM, B IO3HEM JIETCKOM BO3pacTe, perpeccom
pPEUYEBBIX 1 MOTOPHBIX HABBIKOB.

5) PSD, unu Bapuant 3anneinna (Zappella), — ¢opma
C COXPAHHOM PEeYblO, IPU KOTOPOM IETU UMEIOT HEKOTO-
pble peyeBble HaBBIKU U, COOTBETCTBEHHO, 00JIee BHICOKUI
YPOBEHb OOIIIEHUSI, BHI3BIBAETCS B HEKOTOPBIX CIyYasix
myTauueit B rene MECP2 (Xq28), KOTOpbIil TaKKe OTBe-
YaeT 3a OOJIBIIMHCTBO CJy4aeB KJIaCCUYEeCKOro CUHApOMa
Petra.

BapuaHThl ¢ HanboJee Jierkoit MaHubecTalueit BKIo-
4yaroT B ce0s1 cTepTyto opMmy (fruste), 00Je3HU C MO3AHUM
HayajoM perpecca [18] U BapuaHT ¢ COXpaHHOI peyblo
[41]. Haubosee TsoKeabIMU BapuaHTaMuy cuHapoma Pet-
Ta CYUTAIOTCS BPOXKIEHHAs (popMa M BapuaHT C paHHUM
HavasioM perpecca [17]. ¥ manpuukoB onucaHa X-cyen-
NEeHHAS CUHOPOMANbHASL YMCMBEHHAS OMCMAaiocmy (mun
Jlyoa) (OMIM 300260) — 3aGosieBaHuE, XapaKTEPU3YIO-
1eecs TSLKEJIOW YMCTBEHHOM OTCTaIOCThIO, TUTIOTOHUEH
B JIETCTBE, CMEHSIOLIEICS MPOrPECCUPYIOLIEH MBIILIEYHON
CMAaCTUYHOCTBIO, CYIOPOTaMU, MSITKUMU TUCMOPOUUIECKH -
MM YepTaMU JIU1A, TIOXUM Pa3BUTUEM PEUU, ayTUCTHUE-
CKVIMM YepPTaMHM B ITOBEACHNH, YaCTBIMU PECITUPATOPHBIMU
nHdekuusaMu. 3adbosieBaHue 00yCIOBICHO AyTUTMKALIUEH
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Wiy Tpuruiikaiueit rena MECP2, pacrioioXXeHHOTO B JI0-
Kyce Xq28. bosieoT MaabuuMKu, HO MaTePU-HOCUTETbHULIBI
HMMEIOT TICUXOHEBPOJIOTUYECKHUE PACCTPOMCTBA: TTPOOJIEMBI
C peuYblo, TPEBOXHOCTD, BPaXkIeOHOCTD, NETIPECCUBHOCTD,
ayTUCTUYECKUE YEPThl, SHAOKPUHHbIC HapylueHus [25].

HuddepeHnanbHbIil TMarHO3 BKJIOYAET CUHAPOM
AHTeIbMaHa, ayTu3M, JSTCKUI LepeOpabHBIN mapaind,
BPOXIEHHbIE HAPYLIEHUS] OOMEHa BEILLECTB U TSIXKEbII
WHTeJIeKTyalbHbIl aeduuut. B xone nuddepeHumnannb-
HOI TMaTHOCTUKM cHHApoMa PeTTa ciemyeT yIUTHIBaTh
ompeneneHne myTtanuii reHa MECP2 n ocobeHHOC-
TH WHAKTUBAIIUN XPOMOCOMEI X, UTO SBJISICTCS OMHUM
13 OCHOBHBIX METOAMYCCKMX ITOAXOIOB K TMAarHOCTUKE
cuHapoMa Perra y meteit u ux matepeit. O6HapyXeHO,
YTO MaTh MOPAXKEHHOIO MalMEHTa MYKCKOTO MoJia SiB-
JIsIeTcsa 0eCCUMIITOMHBIM HOCHTEJIEM 3TOrO BapHaHTa.
[TosTOMYy BEepoOsITHO, UYTO M3MEHEHHE HE 00S3aTeIbHO
MIPUBOINT K MYKCKOM JieTambHOCTU. ClemyeT yIUThIBaTh
KJIaCCUYECKYIO M aTUITMYHEBIEe (hOpMBI CUHApPOMa Perra,
cirydam 0e3 mytanuit MECP2, a Takxke BapuaHT 3a00J1e-
BaHMS MaJIbYMKOB C KJIACCUUYECKOI (hOopMOil CHHIpOMa
PeTTa 11 peTTOIIOD0OHBIMU TIPOSIBICHUSIMA, CBSI3aHHBIMH
¢ mytauusMu B reHe M ECP2, v BBISIBIIATh 0€CCUMITTOMHOE
HOCHUTEJILCTBO y Martepeii [6, 32].

B Hacrosimiee Bpems crielinaJbHOTO JICUSHUST HE pas-
paboraHo. CuMnTOMaTUYECKAsI M TTOAIEPXKUBAIOIIAS Te-
panus HeoOXoarMa TMpHU AbIXaTeIbHBIX pacCTPOMCTBAX,
HapyleHusX cHa (MIpUMEHSIOT MeJIaTOHUH), ITPU BO3-
OyXneHUM (aTUIMMYHBIA aHTUIICUXOTUK PUCIIEPUIOH),
MPU MBILIEYHON PUTUIHOCTU (KapOumoria, JIeBOIOTA).
J71s1 KOHTPOJIST SNMUJISNTUYSCKUX TIPUCTYTIOB Ha3HAYaloT
AHTURMUJICTITUYECKIE TIpeIapaThl.

[IporHo3 HebGJaronpusTHBINA, 3aBUCUT OT TSIKECTHU
TeueHUs 3abosieBaHusI. HekoTophle malMeHThl yMUpaloT
B IETCKOM WJIM IOHOIIIECKOM BO3pacTe, Ipyrue 10XKUBaOT
1o 20—30 yiet u gaxe 6osee.

[IpencraBisiem onucaHue COOCTBEHHOTO KJIMHUYE-
CKOT'O HaOJIIOACHMS.

boavnaa 2K., 14 nem, 2002 2. p., énepesvie Ovlra o6cne-
dosana ncuxuampom 8 3 200a 6 c6:3uU ¢ 3a0epAHCKOLL NCUXO-
peuesoco pazeumus. Kamamues nabarodenus cocmasisem
11 nem.

Anamnes ycuznu u 3a6oaeeanus. CeMvsi HenoAHas: pe-
OeHOK npodicusaem ¢ Mamepbio, omey, ymep om cepoe4Ho2o
npucmyna. Y omua om 1-eo opaka 3 douepu; y 2 u3z Hux ou-
acHOCMUPOBAHbL NOPOKU PA38UMUS: Y 00HOI — NOPOK pa3-
seumus nouex (no 6 naavlyes Ha pyKax), y opyeoil — nopoK
MoUeBbl0eAUmenbHOLL cucmembl (00NOAHUMENbHAS NOYKA).

U3 anamnesa uzeecmuo, umo pebernok om 1-ii 6epemen-
Hocmu, npomexaguieli Ha gore eecmosa 1-il noao8uHbL, pooe!
1-e, 6 cpox. Macca mena npu poxcdenuu 3300 2, 3akpuuana
cpasy, K epyou npunodcerna Ha 1-e cymku. C panneeo 603-
pacma Haba100anace y He@poa0ea 6 CeA3U ¢ eunep8o30you-
MOCMbIo, mpemopom nodbopodka, noayuara gheHobapou-
man no nosody 3amsHysulelics yceamyxu 6 meuenue 1 mec.
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Mo 1 200a pazeusasace no eozpacmy: cudum c 6 mec, x0-
dum ¢ 1 eoda 1 mec, k 1 200y eosopunra omodenvHbie caoeu.
B danvueiiuiem peus pazsusanace mednenno, K 2,5 eooa no-
SABUNUCH NepPable CA08a — «MaMa», «<nana». C 2 1em nocewanra
demckull cad, adanmuposanacy OAUMenbHoe 8pemMs, 4acmo
bonena UPYCHLIMU UHPEKUUAMU, He BCIMYNANa 8 KOHMAKM
¢ dembmut, ObiAA PAZOPANCUMENbHOU, NAAKCUBOU, KANPU3HOL,
cebs He 00CAYICUBANa, OMMEHANUCh HAPYUIeHUS CHA (chand
noauaca, 3amem NpPOCLINAAACH C NAAYEM, N000A2Y KPUYAAA,
6 MOl C653U HA3HAYAAU eHoOapOuman KopomKumu Kyp-
camu, Kkak chomeoproe). CrosapHoiii 3anac 0vin HeboAbUUM,
npousHocuna cn06a ho-ceoemy. Ha 3ansmusix 6vicmpo ycma-
8ana, 6HUMAaHUe 0biA0 HeYCMOUMUBbIM, NA0X0 3ANOMUHANA,
omme4ancs KoOeHUMueHbwlll deguyum (He 3HANA OCHOBHbIE
ueema, popmot u m. ad.).

Bnepevie k ncuxuampy obpamuauce ¢ 3 200a 6 c6:3u
¢ 3a0epickoil cmanoéaenus peuu. boavras ovira nanpas-
AeHa 6 demckoe omoeneHue NOSPaAHUUHbIX COCMOAHULL, 20e
nocne 00c1e008aHUs yCMAHOBUAU OUACHO3: 3A0ePICKA peye-
6020 pazeuMuUsl, COHeMarouasicsa ¢ UHMeAIeKMYaAbHOU He-
docmamounocmotro. Ilpunumana HoomponHvie npenapamot:
sHUepabon, kopmekcun, yepedpoausut. bviio pexomendo-
BAHO NoceujeHue KOPPEeKYUOHH020 0emcK020 cadd, 3aHAMUSL
¢ deghekmonoeom u nCuxon02oMm.

Bauxce k 6 200am 6 pazeumuu «OCMaHOBUAACH>, NOAGU-
AUCH CIePeomunHoie NOMpPACbIBAHUS PYKAMU, PE3KO CHCU-
mana kyaauku, nepuoduyecku 830vixana. B peuu noseunuce
axoaaauu. Hepor 00noobpasuvie, cmepeomuntuie. boira
6HO6b HANPAG/EHA 8 0eMCKOe NCUXUAMPUYECKoe OmOoeseHUe
(anpeas 2007 2.). [Ipu obcredosanuu 6 cmayuonape no 0aH-
Holm 8udeo-I I -monumopunea é cocmosiHuu cHa U 600pcm-
B06AHUSL ONPEOCASAUCH YMEDEHHBIE 00UEMO3208ble U3MEHEHUS.
(ocHogHas akmusHocmb npedcmaenena mema-pummon,). Pe-
2UCMPUPOBANACH PEUOHANbHASL INUNCNMUPOPMHASL AKMUG-
HOCMb 0CMPasi—MeO0NeHHAsl 0AHA MUNA 00OPOKA4eCMEEHHbIX
anusrenmugopmusvix nammepros demcemea (A1) 6 resoii
UEeHMPANbHO-B8UCOMHOL 00aacmU ¢ uppumauueil 8 npagyro
eemucgpepy. Cmpykmypa cHa usmenena, QusuosocutecKue
nammepHbl c1a00 vipaxcennl. Iiyboxue cmaouu medseHHo-
80IH0B8020 CHA COXPAHEHbl. 3apecucmpuposanbl NAMoA02U -
yeckue nammepHvl, KOMopble MOZYN C8UOeMeNbCmMBO8amy
0 803MOJICHBIX CIPYKIMYPHBIX HAPYULEHUSIX N€BOLL ceMUCcepbl.
JlanHwix, nodmeepiicoarouux snuirenmu@dopmHbLil XapaKkmep
NapOKCUBMANbHBIX COCIOAHULL, NPOABASIIOUUXCS HACUABCI -
BEHHOI eunepeenmuasayuell, He 8bls61EHO.

B céa3u ¢ ocobennocmamu kaunu4eckoi KapmuHsl NAUU-
eHmKa 0bl1a HaNpasaeHa K eeHemuky. 3akaoveHue: 0aHHble,
noomeepycoaroujue cunopom Pemma, comnumenshol. lenemu-
YecKuil aHamHe3 omseouler No MyabmMuQOKanbHoOU NAmMoaoUlL.

B omdenenuu nocae o6caedosanus 6vin ycmarnoéneH ou-
acHO3: aymucmu4eckull peepecc, KOCHUMUBHAS INUAENMU-
(opmuas dezunmeepayus. Hasnauen eanvnpoam (denaxun
XpoHo) 6 doze 600 me/cym.

Yepes 200 6 nosedeHuU OMMEUANOCH YAVHUUEHUEe, CIA-
aa bonsee ycuouusoi, YMEHbUUAAC, UMNYAbCUGHOCMb,
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HO COXPausaAucCh aymucmuueckue opmol nogedenus —
CKAOHHOCMb K PYMUHHOMY NOPSOKY, CIEpeomunHochy 6 ue-
pax, axonanuu. Ilocewjana KoppeKyUoHHYIO epynny 0emcKoeo
caoda VIII éuda, na 3anamusx cobupana naszivl, Haxooulda
HenpasuabHble KapmuHKy npu evtnoaHenuu 3adanuil. Tlocme-
NeHHO NOSABUAUCH USPOBbLE NEPeBONAOUCHUSL, NOCAE NPOCMO-
mpa gurvmos, Hanpumep «Ilanurvr douxu», Hasvieara ceds
I Mawa», <4 Ilyeoexa», npocusa, umobwvl ee mak Ha3bl-
sanu. Cmompena myasma@uavmol, nepeckasvieanra ux. Cma-
Aa bosee coOyUanbHO AKMUBHOU — CHOPMUPOBANUCH HABBIKU
ONpAMHOCIMU, CIMAAA 8bINOAHAMYb QOMAWHION padomy.

Konmpons 6udeo-231I-monumopunea (okmsops 2008 e.)
8b156UN YMepeHHble 00uemMo3208ble Hapyulenus. Peeucmpu-
PYemcs PeeuOHANbHAS INUAeNMUPOPMHAS AKMUBHOCHb
no Mmuny ocmpas—meoaeHHas: 60AHA 6 MEMEHHO-8UCOUHbIX
oonacmsx. Cmaduu cra oughgpepenyuposarvt. Omcymemeyem
deavma-coH. B cpasnenuu ¢ npedoldyujum uccaedo8anuem
COXPAHACMCS NOAONCUMENbHASA OUHAMUKA 8 eude CHUICe-
HUs uHoeKca snusenmupopmuoil akmusnocmu. Ilpodoaxicen
npuem denakuna é doze 600 me/cym. Knunuueckas kapmurna
0e3 OUHAMUKUL, HECKOAbKO YCUAUAUCH 08UAMENbHbIE CINEPeo-
munuu 6 pyKax.

Koumpons B3I ¢ 6ozpacme 7 aem (maii 2009 2.): co-
XPaHAemcst NOA0JCUMeAbHAS OUHAMUKA, CHUMICEHUE UHOeKCa
anusrenmu@opmHoll axmusrnocmu. B nosedenuu chokoiina,
COXPAHANOMCA NEPeBONAOULCHUSL, IXONANUU, 08ULAMENbHbLE
cmepeomunuu. [lomoeaem mame no domy. Hauanra noawvso-
sambcsi yHumasom. Xooum e demckuil cao.

[lepeo wikonoii (mait 2009 2.) npowina ncuxonoeuueckoe
obcnedosanue (memoduxa Bekcaepa): konmaxkm Hocun gop-
MAAbHbLI, MAAONPOOYKMUBHDBILL XapaKmep, epUMACHUYANd,
noemopsna «Kews nem», Hy#c0anace 6 NOCMOHHOU OPeaHU -
3y1ouel NOMOwU, NPU 8bINOAHEHUU NPOCKMUBHbIX MEMOOUK
He CM021a HAPUCOB8AMb HeN06EKd, CIEePeOMUNHO YePMuULd 3ue-
3aeu. Ioayuennvle oueHKU cOOMEEMCMBOBANU YMEPEHHOMY
8bIPAJICEHHOMY OegheKkmy: 3a éepbanvhble 3a0anus — 47 ban-
108, 3a HegepbanvHvle — 42, obuas — 43.

B 8 aem nowina 6 wikony no 6cnomozamenvHoil npoepam-
me VIII euda, xoduna c sceranuem, UCNbIMbIEANA NOAONCU -
menvHble IMOYUU, 00uanacs 6oavule co CMapuiumu 0emvmu,
OHU ee onekanu, nomoaanu cnyckamocs no necmuue. C npo-
2PAMMOIL He CRpABAANAcy. 8 N08eOeHUU OblAa PACMOPMOICEH -
HOIL, OMMEeYAAUCh HaCMble CMEHbl HACMPOEHUS, OMCYMCMBE0-
8G1Q MOMUBAUUSL K 00YHEHUIO; He 3aNOMHUAA OYKEbL, UUppbL,
He HA3bl8aANa 8PeMeHa 200d N0 KAPMUHKAM, He COOMHOCUAA
npeomemsl no ysemam, pamepam, He cpazy 3aNOMUHANA
npotideHHbIl Mamepuan, 60CNpou3eoousa yepes 5—06 onel
XaomuuHo, bviaa paccesHHa, Obicmpo ymomasaiacs. B nose-
OeHuu Kanpu3Hu4aia, Kpu4aia Ha ypoKax, Mo2aa 6biKpuKu -
samb OpanHble c108a, Ovina azpeccugta c demomu. Ilepeuina
Ha KOMOUHUPOBAHHYIO (hopMY 00yuenusi: 3 OHs 6 uikoae, 3 OHs
doma.

Cnycms 200 o6y4eHus 8 wikone nOGMoOpPHAsL KOHCYAb-
mauyus ncuxonoea (anpeav 2010 2.) — ¢ mpydom ecmynaem
6 konmaxkm. He opuenmuposana é coocmeenHoil AUMHOCMU,
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epemenu. CmepeomunHo nosmopsem omoenvHvie C108d,
uHoeda ux evikpukueaem. B npoyecce uccaedosanus seeko
omenekaema, Heycuouuea. UHcmpykyuu u Hanpasasouyo
HOMOUb CO CIMOPOHYBL IKCHEePUMEHMAmMopa He 80CHPUHUMA-
em. B pabomy ne eéxawouaemcs, ne yceausaem UHCmMpyK-
UuU K 21eMeHmMapHoviM 3a0anusm. B cessu ¢ amum coenrameo
noaHble 8bl800bL 00 YPOBHE UHMENNEKMYANbHO20 PA3GUMUSL
He npedcmagasiemcst 603MONCHbIM.

B smo ace epems (mapm 2010 e.) nposedeno BI3I-uc-
cnedosanue: ymepeHHvle UsMeHeHUs OU0INeKmpU1ecKoil ax-
MUBHOCMU 20108H020 M032d 8 8Ude 3aMe0NeHUsI OCHOBHO2O0
PUMMA, 8bICOK020 CO0EPICAHUSI MeONeHHOU AKMUBHOCMIUL.
B cocmosanuu 600pcmeosanus u mMeoreHH020 CHA 3apeeu -
Ccmpupo8ansl paspsdsl SNUACNMUGOPMHOL AKMUBHOCINU M-
na JIDI1J] c roxanuzayueil 8 npasoil UeHMparbHO-MeMeHHO-
JN06HOIL 0baacmu, npaegoii A00HOI obaacmu, ¢ NepuoOU4ecKum
PAcnpocmpaxeHuem Ha npasbvle 3amola04HO-100HO-8UCOUHbLE
obaacmu, negyr 100HYH0, 3ambli0UHbIe 0baacmu. Dnuienmu-
(OpMHAsE AKMUBHOCIND HE CONPOBONCOANACH BUOUMBIMU KAU-
Huueckumu nposieaenusmu. Ilo cpasnenuro ¢ npedvldyuiumu
uccaedosanusmu Habawdaemes ompuyamenvHas OUHaAMuUKa
8 8U0e 3HAYUMENbHO20 Y8eAUHeHUs UHOeKCa SNUAenmugopm-
HOU aKMuBHOCmU.

B neuenuu k denaxuny dobasunu 3mocykcumud (cyk-
cunen) 6 doze 250 me 2 paza 6 cymiku (anpeav 2010 e.).
Ilpu npueme cyxcunena 6 doze 250 me/cym ommeuaracs
«OQYPAUWAUBOCMb» 8 N0BeOCHUU — XOXOMAAa 0e3 NPUYUHbL;
npu yeeauveHuu 003l do 500 me/cym cmaHo8UAACH COHAU-
8011, 651011, cnana 2 pasa 6 0eHb — 3mMo NPo00ANCANOCH 8 Me-
ueHue Hedeau, 3amem cmana chokoiineil. Ho uspedka no ge-
uepam 2080puUNa, YMO «K020-MO GUOUM 8 YeaY KOMHAMbL» .

Ilpu koumpoavuoit DI (mai 2010 e.) ommeuaracw
BbIPAICCHHAS NOA0JICUMENbHAS OUHAMUKA 8 8Ude pedyKuuU
anurenmughopmHoil akmugHocmu. Jlannoe cocmosiHue 0610
pacuereno Kak HacuascmeenHas Hopmanuzayus D31 (cuno-
pom Jlandoavma), u cykcunen 6vin ommereH. Ilosedenue Hop-
Manu308an0ch, coyuanusayus medreHHo yayuuanace. C oce-
Hu 2010 e. nocmenenno ommenen denaxun. B sneape 2011 e.
(6 603pacme 10 nem) 6HO8b YCUNUAUCH NEPEBONNOULCHUSL:
cmana uepamo 6 «bepemeHHy0», NepUoOOUHECKU «PONCaen»,
8bInA4UBAs NPU dSMOM dcusom. Hexpumuuna, ne peacupyem
Ha 3ameuaHnus. B cea3u c smum Obin HA3HAYEH PpUCNEepUdoH
(pucnosenm) 6 doze 0,5 me/cym. Ha ¢one neuenus cmana
CHOKOlIHee, 0bl10 MeHblle CIepeomunuil, yAy4uluics COoH,
YMeHbuuaucy nepesonaoujerus. Ilocewana wikony, coyuans-
HbLI Kaacc.

Ocenvio 2011 e. Ha ¢pone npuema pucnosenma noge-
deHue yxyouwunocy: cmana HeynpagaseMoil, omKa3aiacs
xodumbu 6 wikony, Abusa 6eims doma, mpebosasa, 4moowl
C Hell 2YAAAU, CaMa Mo24a Yimu no HeUu38eCmHOMY Mapuipy-
my, nponana ueposas 0esmeabHOCMb, Nepecbinaia 3eMa
U3 YBEMOUHO20 2OPUWIKA 8 CAXAPHULY, MOHUAA MPANKY 8 aK -
sapuyme U Mblaa menesu3op, NOBMopsAa omaeasvHvle 1084,
@pas3vl, yeaviuwannsie panee. Tlocmosinno Hadysana jcugom,
epumacnuuana, Habaodarace aymoaepeccus. Ocmompena
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RCUXUAMPOM, BbICMABAEH OUACHO3: WU30PPEHUsT 0emCK020
8o3pacma c oaueoppenonododHsim degpexmom. Iloaumopagh-
Huull cunopom. Hasnauen denaxun xpono 6 dose 600 me/cym,
azanenmun 6 doze 12,5 me/cym.

B mapme 2012 e. npogedeno konmpoavnoe DII-uc-
caedoganue: 3apecucmpupo8ano nepuooduyeckoe 3ameo-
AeHue 6 100Kl obaacmu 8 aude 8bICOKOAMNAUMYOHbIX
3aocmpennvlx mema-6oan. Cmaduu mednaeHH020 CHA
He dugghepenyuposanvi. Bo epems medaennoeo cHa 3a-
Pecucmpupo8anbvl KOMHAEKCbl OCMPasi—MedNeHHAS 0AHA
¢ A0Kaauzayuell 6 10010l obracmu, 6e3 6UOUMbBIX KAUHU-
YecKux nposiéaenui.

B 11 aem desouky 3abpanu u3 wikoawt nocae 3 a1em ooy-
yenus. Ilocae nepeesda na HOBYH Keapmupy 6 meueHue
Mecaya omKazvleanacs 3axooums Ha Kyxuio. Ilpodosxcana
npunumams azasenmun 9,5 me/cym é couemanuu ¢ dena-
xunom 600 me/cym. B nosedenuu ommeueHa nosoxcumens-
Has OUHAMUKA: CIAAa CNOKOIIHee, nocayuiHee, UCMepuKu
OMCYmcmeo8ant, nomo2ana no domy: 2aaduia benve, mMviaa
nocydy. Cmompena cepuansvt no meaesusopy. JIlrobunra xo-
dumbo Kyda-nubyods nodoaey, 6e3 ycmanrocmu. Pexce cmanu
odvliuka, nepesonsouwenus. B konmaxm ecmynana, ouanoe
OMCYMCmMe06an, 2060pUAa OMOeNbHbIE CA08A, HEON02U3MbL,
pedKue cmepeomunuu: cmosiid, OMKAaA3bledsch CAOUmMbCs,
UMAYALCUBHO NOONpbleUsana, maxaia pykamu. Ommeuancs
degpuyum maccol mena: ymenvuterue ¢ 30 do 26 ke npu pocme
153 em. Iossuncs ckonuos. bviia pekomen008ana KoHCynb-
mauus eeHemuKa.

B anpene 2013 e. 6 6o3pacme 11 aem 6 mec nposedena
nosmopuas DII: ymepenroe 3ameorenue oH0B80I aKkmue-
Hocmu (¢ COXpaneHueM 30HaAbHbIX pazau4uil). 3apesucmpu-
POBaHbL Kopomkue paspsadst Ough@y3Hoil InusenmupopmHoi
aKmueHOCmuU (MAKCUMAAbHO BbIPANCEHHbIE 8 COCMOSHUU
naccuerHo2o 600pcmeosanus neped NoepyiNceHuem 6 COoH
U NOBEPXHOCMHO20 MEONCHHOBONHOB020 CHA, 4 MAKJICE 8 GU-
de (hpacmenmapHbvlX KOMNACKCO8 8 N0OHbIX OMBEOCHUSX
8 eny00KuUX cmaodusx mMedaeHHOB01H08020 CHA). B nosedenuu
0e3 OuHamuku — npoOyKmMuUGHOMY KOHMAKmMy He 00CMYNHA,
npoooadcaem GbINAYUBAND JICUBOM, HANPALACMCS, 830bIXA -
em. B pykax muoocecmeennvle cmepeomunuil, 6 peuu 5xo1d-
auu, ommeuaromes u axonpaxcuu. Ilpodoaycaem npunumams
azanenmut u denaxkuH. IIpednrodceHo ommeHums 0enaKun.
Hanpaenena na obcredosanue k Heeposoey, neduampy, op-
moneay, eeHemuKy.

B 6o3pacme 12 nem npednpunsma nonvimia ommeHst 0e-
naxkuHa c npodoadicenuem npuema azasenmuna 12,5 me/cym
U NOCMeENeHHbIM yeeauueHuem 003l 0o 25 me/cym. B cmamyce
OMMeuanoch yxXyouleHue HacmpoeHusl: NOCMOSHHO NAAKAAQ,
Kpuuana, ovi1a cem Hedo80AbHA, NpU 000a6AeHUU 0enaKuHa
6 doze 600 me/cym Hacmpoerue cmaduausuposanocs. B no-
6e0eHUU HeeamUGHA: He 6CIMYNANA 8 KOHMAKM, He Ca0uAdch,
BbINAHUBANA ICUBOM, HANPSI2ANACH, OMMEHANUCH 8300XU, Cme-
peomunuu pyKamu, sxosaiuu, sxonpaxcuu. Ommeuancs ul-
DPadiceH bl depuyum maccol meaa, CKOAUO3 ¢ bINTUUBAHUEM
Jcueoma, epyou.
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B 6o3pacme 12 nem 10 mec nauasuco mensis. B amom
nepuod ommeHuUAU a3aienmut, NPUHUMAAA MOAbKO Oend-
Kun 600 me/cym. Cmana cnokoiinee 6 nogederull, noceuanda
ueHmp 015 uHeanrudos. OOHAKo OMmmeuanacs aymoaepeccus
(buna cebs no cnuHe, HAOAOAAUCH CHCUMAIOULUE OBUNICEHUS
PYKamu, RpUCMynsl 4acmozo ObIXaHus, 00blUKY), 8 peul —
axonaauu. Ha ocnosanuu kaunuueckux npusHaKos ouaeHo-
cmuposan cunopom Pemma.

ITloemophas koncyavmayus eenemuka (uronv 2014 2.):
acanobvl Ha 3ampyoHeHHoe Obixanue, 8300Xu ¢ YONUHCHHbIM
8b100X0M, 3nU300bl 3a0eprcKU ObIXAHUS 8 O00PCMBOBAHUL,
cmepeomunuu pyK (pazmaxuaHus, CHCUMAHUSL, «<MOULUe
deuxcenus»). Ha dannoe eépems KAuHuveckas Kapmuua
coomeemcmeyem cunopomy Pemma ¢ nozonum nawasom
U amunu4HbiM meueHuem 3abonseeanus. Pexomendosanvt
CUMRMOMAMUYecKoe Aeuenue, MoAeKyAAPHO-2eHeMU1ecKoe
uccaedosanue eena MECP2 unu deneyuu Xpomocomul 8 30He
PACROAONUCEHUSI OAHHO20 2eHd.

B mapme 2015 2. 6 obpasuye THK nposeden nouck my-
mayuii 6 eene MECP2 (3k30nbt 1—4) memodom npsamoeo
aABMOMAMu4ecKo20 ceKkeeHuposanus. Boiseaena mymayus
6 eemepo3ucomuom cocmosHuu (éapuaum c.674>G/N).
Takum obpazom, duaernos cundpoma Pemma noomeepicoen
MONCKYASAPHO-2eHeMUUECKUM MemOOOM.

B 6o3pacme 13 nem 9 mec (urons 2015 e.) kaunuvecku
OMMeHaNach CmabuAU3ayUs COCMOSHUS: CMALa CNOKOlIHee,
VAYHUUAACH OCAHKA, NOSAGUAOCH O0AbULE COUUANbHBIX HABbL-
K06 (Hayuuaace nemo, 4umams CIMUXu ¢ NOMOUbIO MAMepu).
IIpodoaxncuna npuem denaxuna 600 me/cym.

DIl 6 mae 2015 e.: napokcuzmanbHuix COCMOAHULL He 3a-
peeucmpuposaro. Coxpansemcs oughghyzHoe 3amedneHue go-
HO80U akmueHocmu (8 QUHAMUKE — HAPACMAHUE YACMOMbl
@usuonoeuueckux pummos). Ilepuoduueckoe 6ugponmans-
Hoe 3ameoneHue 6 0enbma-o0uana3one ¢ HaAcA0eHUueMm eOUuHUY -
HbIX HU3KOamMnaAumyoHuvix nukos. CocmosHus cHa u 6odpcm-
6osanus oughgepenuyuposarnvl. O0HaKo ommeuaemces HU3KAS
npeocmasaeHHOCMb (YU3UON0UMECKUX NAMMEPHO8 8 NOBEPX -
HOCMHbIX CMaodusx MeoaeHH080AH08020 cHa. Bo épems cHa
coxpansemcs nepuoouieckoe OUppPoHmanrvHoe 3amedneHue
8 denvma-ouanasone.

B nacmoswee epems nayuenmka npunumaem O0enaKuH
XpoHo 6 doze 600 me/cym.

ITpuBeneHHbIN KTMHUYECKUI CTydail MO3BOJISIET OCTa-
HOBUTBCS Ha CJIEMYIONINX BaXKHBIX acriekTax. [1pexme Bce-
r0, 9TO aTUMNYHOCTb KIMHUYECKON KapTUHBI — TO3IHEE
HayvaJjo 3a00JieBaHUs C PErPECCUBHON CUMMOTOMATUKOIA.
Kpome Toro, HexapakTepHbIM ObLIO HAJIMUKE 3aePKKU
pa3BUTHS B TIPeMOPOUIE U OTCYTCTBUE 3aMeUIEHUsT PO-
CTa roJIOBBI, KaK OJHOTO U3 00513aTeIbHBIX MPOSTBICHUN
cuHapoma Perra. KnnHuueckas kapTruHa 3a001€BaHUS
B IMHAMUKE IEMOHCTPUPOBaJIa MpeodiagaHue mcuxorna-
TOJIOTUYECKUX CUMITTOMOB KaK HEraTUBHOTO (ayTH3alusi,
CHUXEHUE KOTHUTUBHOTO (hYHKIIMOHUPOBAHUS), TaK
U TIPOAYKTUBHOTO Kpyra (JerepcoHanu3anns, CTpaxu,
KaTaTOHWYECKUE TPOSIBICHUST), UTO PACCMAaTPUBAIOCh
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B paMKax JeTCKOi mu3obpeHruu ¢ GopMUpoBaHUEM
BBIpa’K€HHOr0 KOTHUTUBHOIO nedekra. Cieayouieit
0COOEHHOCTBIO SIBASIETCS TO, YTO Teparnus JeNaKUHOM
crnocob6CcTBOBajA CIIAXKUBAHUIO aPMEKTUBHBIX CUMIITO-
MOB (HOpMOTUMUYECKUI 2 deKT) u sanuaentudopm-
HOI aKTUBHOCTU (MPOTUBOAMMIIENITUYECKUN 3(PPeKT),
4YTO, B CBOIO OY€pelb, HE CIIPOBOLIMPOBAIO pa3BUTUE
SMUJECTICUU Y TaHHOW MauUeHTKU. DPPeKTUBHOCTH
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MumoxounapuanbHoe 3abonesanue - NARP-cungpom -
B Npakmuxe AemMcKoro Hesponora
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Mumoxondpuansvhsle 60ae3nu 'y demell 518AH0MCST OOHOU U3 BANCHELUUUX MEHCOUCUUNAUHADHBIX NPOOAEM 8 CO8PeMeHHOl neduampuu. 3a-
bonesanus OAHHOL epYNNbL GOHUKAKM 8CAe0Cmeue Mymauyull 10eprot u/uiu mumoxonopuarvroi JIHK u nposeasiomes nopaxcenuem
20/106H020 M032a, Cepoya U CKeAemHol MycKyaamypol (CUHOpOMOM dHuedharoxapouomuonamuu,).

Aemopbl npedcmagasiom KAUHU4ecKUll cAy4ail CUHOPOMA Heliponamuu, amaxkcuu, NueMeHmHo20 pemunuma (neuropathy, ataxia, retinitis
pigmentosa, NARP-cunopoma) y peberka 1-e0 eoda xcusznu. Pannuii debrom na goue noaHo2o 300poevs, NOAUMOPHUIM KAUHUHECKUX
nposieaeHUll: nopadcenue YeHmpanibHoi HepEHOLl cucmembl, MbluledHas cAabocms, Hapyulenue nCUXomMomopHo20 pazeumusi, cyoopocu
86136411 NOO03PEHUEe 0 MUMOXOHOPUANbHOU NAMOA02UU, 0OHAKO OKOHYAMEAbHYII 0UaeHO3 Obla YycmaHoeseH 061a200aps MOAEKYAAPHO-
eenemuueckomy uccaedoganuio. Boisienena mymauus m8993T>G ¢ eene MT-ATP6, umo noomeepouno mumoxonopuansvhoe 3a601eganue
(NARP-cunopom).

Onucanue KAUHUYECKO020 CAYHAs MUMOXOHOPUANLHOU namonoeuu y peberka 1-eo 200a jcuzHu npedcmasnsiem HeCOMHeHHbII UHmepec 045 He-
6010206 u neduampos. Taxue npusHaxu, KaK noseaenue uiu ycyeyoienue usHauaibHo cyujecmayroujell 3a0epicku pa3eumus 8 paHHem
nepuode Jicu3Hu, npucoeUHeHue MbluleYHOU cUNOMOHUU C U3MeHeHUeM pedhaeKmopHOLL cghepbl, ympamol NpUOGpemeHHbIX HABbIKO8, Hapy-
wenue 3peHus U cAyxa, a makaice npoepeccupyouuil xapaxKmep 3a0601e6anus MO2ym YKa3vl@amy Ha MUMOXOHOPUANBHYIO NAMOA0UIO U He-
00x00umocms UckAOHeHUs 3a001e8aHull OGHHOL ePYNNbL C HOMOWbIO CeUUdUUeCKUX UCcAe008aNUil, BKAIOYAs MOACKYASPHO-2eHEMU1eCcKoe
mecmuposatue.

Karoueawie caosa: 3adepoicka pazsumus, mumoxonopuanvhuie 6ose3nu, NARP-cunopom, cundpom Heliponamuu, amakcuu, NUSMeHMH020
pemuHuma, KAuHu4ecKue nposieaenus, OudeHOCMUKa, nevenue

DOI: 10.17650/2073-8803-2016-11-3-57-61

THE MITOCHONDRIAL DISEASE NARP SYNDROME IN THE PRACTICE OF A PEDIATRIC NEUROLOGIST
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Mitochondrial diseases in children are one of the most important interdisciplinary problems in modern pediatrics. The diseases of this group
occur due to mutations in nuclear and/or mitochondrial DNA and are manifested by a brain, heart and skeletal muscle lesion (encephalo-
cardiomyopathy).

The authors describe a clinical case of NARP (neuropathy, ataxia, retinitis pigmentosa) syndrome in a baby during the first year of life.
Early onset in the presence of complete health, the polymorphism of clinical manifestations, such as a central nervous system lesion, muscle
weakness, impaired psychomotor development, and seizures, aroused suspicion of the mitochondrial disease; however, the final diagnosis was
established by molecular genetic testing. The m8993T>G mutation was found in the MT-ATP6 gene, which confirmed the mitochondrial
disease NARP syndrome.

The description of the clinical case of the mitochondrial disease in a baby during the first year of life is of real interest to neurologists and
pediatricians. Signs, such as the appearance or worsening of initially existing developmental delay in the early period of life, addition
of muscle hypotonia with a change in the reflex areas, loss of acquired skills, impaired vision and hearing, and the progressive nature

57



58

PYCCKUMN

s TETCKOM
HEBPOAOT MU

3

of the disease, may be indicative of the mitochondrial disease and the need to exclude diseases of this group by specific studies, including

molecular genetic testing.

Key words: developmental delay, mitochondrial diseases, NARP syndrome, neuropathy syndrome, ataxia, retinitis pigmentosa syndrome,

clinical manifestations, diagnosis, treatment

B 3moxy coBpeMeHHOII MeIWIIMHBI O00CYXIcHNE
HeMpOoTreHeTUICCKUX CUHAPOMOB B IIeAUATPUIECKON
MpaKTUKe MpUoodpeTaeT 0coboe 3HaUeHUE B CBS3U C ObIC-
TPBIM pa3BUTHEM COBPEMEHHBIX METOIOB O0OCICIOBAHNS,
B TOM YHCJIe MOJICKYJISIPHO-TEHETUIECKOTO TECTUPOBAHMSL.
TonbKo TTOATBEPKICHHBIN AUArHO3 IMO3BOJISICT BHISIBUTH
HOCHUTEISI JAaHHOM MaTOJIOTHU B CEMbE M UCITOJIb30BaTh
METOIBI TIepUHATATBHONM TMAaTHOCTUKYU IIPH TUTAHUPOBA-
HUU TIOCTICAYIONINX OepeMEHHOCTEIA.

MutoxoHapuanbHbIe 001e3H1 (MB) y neteit SIBIIsIoT-
CsI OMHOM M3 BaXKHEHIIINX MEXKINCIUIUIMHAPHEIX ITIPO0OJIeM
B COBpeMEeHHOI1 ITeauaTpun. Hanboiee paHHUM ommcaHn-
€M JaHHOM MaTOJIOrUK CIIy>KUT Ony0auKoBaHHast B 1960 .
cratbsa yueHbIX n3 llIBemuu (L. Ernster m R. Luft), comep-
JKarmast JaHHBIE O TTAIUeHTKE C 1e(eKTOM MUTOXOHIPH-
aJlbHOTO MeTaboau3Ma 3Hepruu. B xoHue XX B. mocie
IIPOPHIBA B TCHETUYECKUX MCCIICIOBAHUSIX U BBISIBICHUS
MYyTalMii TeHOB, KOTOPBIE OTBEYAIOT 32 CUHTE3 MUTOXOH/I-
pUaibHBIX O€JIKOB, JaHHYIO TPYIIy 3a00JieBaHUI cTalu
paccMaTpuBaTh KaK OTAEJbHBIN TUIT ITaToJIoruH [3].

B Hacrosiee Bpemst onicaHo okoio 40 KITMHUYECKUX
dopM MB, 1151 KOTOPBIX U3BECTHBI MOJIEKYISIPHO-TEHE-
TUYECKUN 1 OMOXUMUYECKUI Te(eKT B MUTOXOHAPUSX,
a TakkKe OCHOBHOW TUI HacjenoBaHus. EnnHoit ob1ie-
MPUHSTON KacCU(UKaLMKU Ha CETONHSIHUI I€Hb HE CY-
ILIECTBYET, HO BBIACJSIOT MEPBUYHbBIC K BTOpUYHbIe MbB.

MB MoryT ObITh BbI3BaHBI MYTAITUSIMU KaK B SIIEPHOM,
TaK U B MUTOXOHAPUAILHOM T'€HOME, B pe3yJbTaTe 4ero
BO3HUKAET TUCHYHKIIMSI MUTOXOHAPUIA U OpraHelI, OT-
BETCTBEHHBIX 3a MPOU3BOACTBO SHEPTUM TSI KIIETOK [4].
Myrauuu gaepHoii JJHK Moryt HaciemoBaTbCs ayTo-
COMHO-PEIIECCUBHO, ayTOCOMHO-JIOMUHAHTHO JIMOO ObITh
cuernyeHbl ¢ X-XxpoMocoMoil. MyTanmu Xe MUTOXOH-
npanbHoii JIHK (MmTIHK) nmepenatoTcs ToibKo OT MaTe-
pu (MERRE MELAS, MNGIFE, cunapom JIn), npu aTom
TOBOPSAT O TaK Ha3bIBaeMbIX IepBUYHBIX MbB. B npyrux
ciaygassx M b MOTyT ObITE BBI3BaHBI TTOSIBIICHUEM CITOPaIN-
YeCKMUX MyTaIli (IeIeysl VTN TyTUTMKAINs ) U He Tiepe-
JlaBaThCs MO HacaencTBy (BTopuuHbie MbB) [4]. MyTtauuu
MtIHK o6nsicusior okoio 15 % MBb [4].

Bo3spact ne6roTa 3a6071€BaHNUsI BO MHOTOM 3aBUCUT
OT TSIXKECTU TeHeThyecKoro aedekra. Psgmnom rccienoBa-
HMi1 1oKa3aHo, yTo Haymuure 10 % nedeKTHBIX MUTOXOHI -
Ui He OKa3bIBaeT MATOJIOTUICCKOTO BIMSTHUS M HE UMEET
KJIMHAYECKUX TIpossBiieHN. Ho yeM crmrbHee BhIpakeH
nIedeKT, TeM TsoKejlee KITMHUIECKUEe TIPOSIBIICHUS U 3710~
KayecTBEHHee TeueHue 6ose3Hu [1].

[To obmenpuHATOMY MHEHUIO, HAa CETONHSIIIHUI IcHb
He MeHee 50 M3BeCTHBIX MEIUIIMHE 3a00JIeBaHMI CBSI3aHO

C MUTOXOHIIPUATBLHBIMU HapyIIeHUIMHA. MI3HaUaIbHO MY-
tauun MTJAHK cuuTtanuce KkpaitHe peakumu, rpearnosia-
rajioch, UTO UX pacrpocTpaHeHHOCThb cocTanisteT 1:5000.
ITporpecc B u3ydeHuu aHHOM MPOOIEMBI HAYAJICA MOCTIe
npoBeaeHHOro B 2008 I. CKPpUHMHIOBOTO MCCIEI0BAHMS,
B paMKax KOTOPOTO OBIJI BBITIOJTHEH TeHETUUECKUIA aHa-
3 Ha BhIgBIeHUEe 10 HamboIee M3BECTHBIX MyTalluit
Mt/ITHK y 3000 HOBOpoxneHHbIX 1 Y 200 13 HUX ObLTH T1-
arHOCTUPOBAHBI IaHHbIE NeeKThl. ABTOPHI 3aKJIIOUNIIH,
YTO B CBSI3M C TaKO# pacIpocTpaHeHHOCThI0O M B MOXHO
CKa3aTb, YTO OHU COCTABJITIOT OIWH M3 BAXKHECHIIINX pase-
JIOB HEepoIeInaTpyuu; M TTOCKOJIBKY OCHOBHBIC (IIEpBUY-
HBIC) CUHIPOMBI IIPOSIBIISTIOTCS TTOPaXKeHNEM TOJIOBHOTO
MO3Ta, Cepama U CKeJSCTHON MyCKYIaTypsl (CHHAPOMOM
SHIIe(haTOKaAPINOMHUOTIATHN ), TaHHAS IIpodiieMa TpeOyeT
JIajabHeiIero, 6ojee rayookoro nsydeHus |3, 10].

OnHa u3 peakux Mb ¢ BapuabenbHBIM 1€0I0TOM —
NARP-cunapowm (neuropathy, ataxia, retinitis pigmentosa,
WIM CUHAPOM HEWpOIaTuu, aTakKCUM, MUTMEHTHOTO pe-
TUHMTA), HACJIeACTBEHHOE 3a00JIeBaHUE C HApyIICHUEM
B JIBIXaTeIbHON 1M MUTOXOHAPUIA C pa3HOOOpa3HBIMU
MPOSBICHUSIMH, HO TIPEUMYIICCTBEHHBIM ITOpaXXeHMU -
eM HepBHOM cucteMbl [16]. 3aboseBaHne ne0IOTUPYET
B paHHEM JIETCTBE MJIM B MOJIOAOM Bo3pacTe. KinmHuue-
CKM€ MPOSIBJICHUS: MapeCcTe3Uu UM TUIIePeCcTe3un BepX-
HUX/HUXHUX KOHEUHOCTEH (CeHCOpHas HelpomaTusl);
CHYXKEHME MBIIIEYHOI CUJIbI, HapyIlIeHUe KOOPANHALIMI
¥ paBHOBecHs (aTakcusi). Y OOJBIIMHCTBA ASTE TakKe
CTpanaloT OpraHbl 3peHUs, YTO CBSI3aHO C CEHCOPHBIM
KOMITOHEHTOM 3a00JieBaHusI, HAapyLLIEHUEM LIBETOOILY-
meHust cetyatky [6, 14]. NARP-cuHapoM gacto coue-
TaeTcs ¢ IeMEHIUUEH, SMUISTITUIECKUMHU TTPUCTYTIaMMU,
JedeKTaMu ciiyxa U HapylleHUsIMU puTMa cepaua [13].

NARP-cuHapom pa3BuBaeTcs B pe3yJbTaTe MyTalluu
MTAHK (reust MT-ATP6 n MT-ATPS, nykineotun 8993),
BCJIEICTBHE YETO HApyIIAOTCs MPOIECChl OKCUIAHTHOTO
ochoprmpoBaHUs B IbIXaTeILHOM 1IETTM MUTOXOHIPUIA,
YTO, B CBOIO OY€Pelb, TPUBOANT K YMEHBIIIEHUIO BHIPAOOT-
KU IJTABHOTO MCTOYHMKA KJIETOYHOI 3HEPTUY — aleHO3UH -
Tpudocdara (umu komruiekca V) [4, 21]. Mytaius T8993C
cUYMUTaeTCd KJIMHUYecKu OoJiee jerkoii, yem T8993G,
HO IIpH ypOBHe reteporuiasmuu > 90 % yvaiiie pa3BUBaeT-
cs1 cuHIpoM JIu ¢ Iporpeccupyoliieit HelipoiereHepalmeit
[2,9]. Haubosnee yacto npu NARP-cuHapome BcTpedaeTcs
myTauus 8993T>G, koTopasi IPUBOAUT K 3aMeHE JIELIUTH -
Ha Ha apruHMH B Lenouke JIHK [8].

Jlo cux mop He SICHO, KaK UIMEHHO TIaTOJIOTUSI MUTO-
XOHIPHI TPUBOAUT K KIMHUYECKUM ITPOSIBJICHUSIM B BH-
IIe MBIIIICYHOM CIa00CTU, HAPYIICHUS 3pEHUS U IPYTUX
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cumntoMoB NARP-cunnpoma. Tepanus xe 3Toro 3a6o-
JieBaHUS — ele 6osiee caoXHas MmpoodsiemMa: STUOTPOITHO-
O JISYeHUST 32 TIOJTYyBEKOBYIO UCTOPUIO M3YUEHMS JTaHHOU
rpymnIbl 00e3Hel He MPeaIoXXeHO, HO B HacTos11ee Bpe-
MsI TIPOBOJIATCST HAyYHbIE M3BICKAHMS C TTOJIOXKUTETbHBIMU
pe3yabTaTaMU MO 3KCTPAKOPIOpaIbHOMY (in Vitro) orio-
JIOTBOPEHMUIO C UCITOJb30BAHUEM IepeHOca Sapa OII0-
JIOTBOPEHHOU SIAIIEKIIETKN B OE3bsIIEPHYIO IUTOIIA3MY
JIPYTOWi SMLEKIETKHA C HOPMAJTBHO (DYHKIIMOHUPYIOIIUMU
muToXOHApusamH |7, 17, 18, 20].

Ceiivyac npu jedyeHurn MbB ucnoib3yloT HECKOIBKO
JIOCTYITHBIX METOIUK.

1. I[TocTypanbHOe yrpaBieHre U pU3ndecKas Tepanusi
(KuHe3oTeparusi). DTo BeaylIre CriocoObl TPOMIIAKTUKN
ocjioxHeHu# y 601bHbIX ¢ NARP-cruHaIpoMoM, mo3Boisi-
OIINE IIPEIOTBPATUTh PAa3BUTHE KOHTPAKTyp Oenmep, CHU-
3UTh PUCK PA3BUTHUS CKOJINO3a U T. . AleKBaTHBIN 24-4ya-
COBOH IMOCTYPaJIbHBIN KOHTPOJIb ITO3BOISIET OOJBHOMY
3aHMMATbCsI TTIOBCETHEBHOM eI TEIIHHOCTHIO; IIPUHUMATh
MUILY, UTpaTh, yY4UTbhCs U ap. [15].

2. [MocuHapomMHas Tepamnusi. DIUICTICHS: TIperapa-
TaMu BbIOOpa MOTYT OBbITh JIeBETUpalleTaM 1 Kapbamase-
muH. He cienyeT Ha3HavaTh BajabIpoaThl, TaK KaK OHU
CIIOCOOHBI HAPYIIaTh IbIXaTSIbHYIO IIEITh MUTOXOHIPHIA.
HapyieHue ciyxa: Kak NpaBujio, 0ObIYHOTO YCUJICHUS
3ByKa P IMOMOIIM CIYXOBOTO arrapaTa ObIBacT 10CTa-
TOYHO JUTS YIYYILICHUS CIIyXa, OMHAKO B TSDKEJIBIX CTyJasix
MOXKET OBITh UCITOJIb30BaHA U KOXJIeapHasi UMILIaHTaIlUs
[19]. HapyiieHue 3peHMs: MHOTIa BO3MOXHA KOPPEKIINS
3pEHUSI C TIOMOIIIBIO OYKOB U JIMH3. JIeTSIM CO CHIDKEHHBIM
3peHHUeM IMoKa3aHa CTUMYJISIIMS KOPKOBOTO MPeACTaBU-
TeJbCTBA OpraHa 3peHusl ¢ MPUMEHEHHUEM CIeLMaTbHbIX
MYJABTUCEHCOPHBIX UTp U urpyuek [15]. Ipopunaktuka
U JIEYEHME KapaMOJOTMYeCKMX HapyIIeHU I 3aKITF0Ya0TCs
B CBOEBPEMEHHOM MCII0JIb30BAHUU KapAUOCTUMYISTO-
pPOB WU, MPU HEOOXOAUMOCTH, TPAHCIUIAHTALIMU CEPII-
ma [11]. Takke npu TSKeIOM TedeHUU OOJIE3HU NETU
¢ NARP-cunapomMoM MoOryT HyxXaaTbcsl B MapeHTepasb-
HOM IUTaHUM Y NOAAEPXKaHUU (DYHKIIMU AbIXaHUSI BIUIOTh
J10 UICKYCCTBEHHOI BEHTUJISILIMU JierKux [15].

W3 nekapcTBeHHBIX TperapaToB s jJedeHus Mb
B HACTOSIIIIee BPEMsI MOTYT UCITOIb30BaThCS TOJIBKO pa3-
JIMYHBbIC BUTAMUHBI M POJCTBEHHBIE JICKAPCTBEHHBIE
cpenctpa. OnmyoJIMKOBaHO HECKOJILKO HEOOIbIINX paHI0-
MM3UPOBAHHBIX KOHTPOJIMPYEMBIX MCCISTOBAHMIA ITO UC-
MoJib30BaHUI0 KooH3nMa Q10, BEICOKUX 103 YOUXMHOHA
(5 Mr/kr/cyTt), Butamuna E, pubodiaBuHa, KapHUTHHA,
JTMETWITIIUIIHA, alleTUIIMCTeHA U TUXJIopalieTara Ha-
TPUSI, OHAKO KIMHUYECKUH 3(heKT TaHHBIX MTperapaToB
coMHuTeNeH [5, 12, 15].

[MpencrasiseM KIMHUYECKOE ONMMcaHue pedeHKa 1-ro
rona xku3Hu ¢ NARP-cunnpomom.

boavnoii IT1.A., 6 mec. M3 anamuesa ycusnu uzeecmio,
umo peberok pooduacs om 2-ii bepemennocmu, 1-s noaogu-
Ha bepemeHHOCMU NPOMeKana c yepo3oil npepviéanus. Poosi

3

cpounvle. Tlpu poxcdenuu duaecnocmuposana 3a0epicKa GHy-
mpuympoonoeo pazeumus I cmenenu; ouernka no wkane An-
eap 7/9 6annos. Cocmosinue pebenka 6 nepuood Ho80POICOeH-
HOoCmuU u 00 2 mMec OUeHUBAN0CH KAK Y0081emEopumenbHoe
(pebernok akmueHo deueancs, depiican 20408y). B cemve ecmb
cmapuuil pebeHoK, KAUHUYeCKU 300p08.

C 2 mec nosaguauco Nonepxueanus npu KOPMAeHuu epy-
0bl0, CHUJICEHUE MbLULEHHO20 MOHYCA 8 PYKAX, CHUNCEHUE
00sema cnoHmaHHoli dsueamenvroli akmusrocmu. Ilozonee
B03HUKA0 CHUJICEHUE MbIULEYHO20 MOHYCA 8 HO2aX, He2amug-
Has peakuyus npu 8blKAa0bleaHuu Ha xcueom, koauxu. Oopa-
WAnUch 3a MEOUYUHCKOL NOMOWbIO NO MECHY JICUMeNbCmad,
noayuan kypc gusuomepanesemuueckoeo nevenus. Ilocae
BAKUUHAUUU KOMOUHUPOBAHHOU BAKUUHOU NPOMUE dughme-
pUU, CMOAOHAKA U KOKAOWA 8 5 Mec y pebeHKa ommeuancs
nodsem memnepamypsl meaa 0o cyogheopunbHbIX 3HAUeHU
(37,8 °C), ¢ kamapanvhvimu seérenusmu. Pebenok noayuan
JedeHue no nosooy 0Cmpoll pecnupamopHoll UPYCHOU UH@peK -
Yul, Ha3HAYeHHOoe YHacmKosbim neduampom. B eospacme 5,5
Mec HaCMYynuo pesKoe yXyouieHue coOCMosiHUs, NPOSAGAsIoue-
ecst Ougghy3HbIM CHUdICCHUEM MbLUEYHO20 MOHYCA 00 AMOHUU,
nepuoouecKuM napoKCcU3ManrbHoIM HapyuleHuem ObiXanus.

Pebenox eocnumanuzuposar 6 omoeneHue namosocuu
panneeo eospacma KKKI[ oxpanst mamepuncmea u demcm-
8a. Ilpu nocmynaenuu cocmosHue msaxicenoe, 00ycA08AeHO
BbIPAIICCHHOU Hesponocuueckoll cumnmomamuxoi. Ha oc-
MOmp peaxyus 6s.4as, evipadiceHuvlit cumnmom Ipege, pac-
Xxodsujeecs Kocoeaasue, boavile cnpasa, 83easi0 gukcupyem
KpamkogpemerHo, He caedum, npu KOpMAeHUU NONepxXusa-
emcsi, enomouHblil pegpaexc cHuxiceH. Moiweunas eunomo-
HUs 00 AMOHUU, CYX0XCUAbHBIE peghaeKcbl CHUMCeHbl. 10108y
He depxucum, He nepegopauusaemcs, He cudum. Ilpu oyenke
BbICUIUX KOPKOBLIX QYHKUUL 00pauiano Ha cebsi 6HUMAHUe
caaboe eynenue, omcymemsue nenema. B nepuod danHoi
20CNUMANU3aAUUYU KAUHUYECKU SNUACNMUYECKUX NPUCIYNO8
He ommeuanocs. Yposenv nakmama 6 kposu 4,2 Mmonv/n
(nopma < 2,0 mmons/n). Ilo danubim npogedeHHo20 6Udeo-
21eKmposHyedanoepapuuecK02o MOHUMOPUHea UKMAAbHBIX
U UHMePUKMAAbHBIX INUAENMUPOPMHBIX HAPYUIeHUL He 3a-
gukcuposaro. Ilo danHbIM MacHUMO-PE30HAHCHOU MOMOPA-
uu 201061020 M0O32a 0OHAPYICEHbL NAMOA0UYECKUe UMe-
HeHUs 8 NepuseHmMpUKYIapPHbIX 0madeaax memeHHbIX doell,
8 0a3aAbHbIX CMPYKMYPAX U cpeoHeM Mo32e, He3HAUUMeNb-
Hble 56/1eHUs GHYMPeHHell HeCUMMempu4Hoil eudpoyepanuu,
He3asepuleHHas MUeAUHU3ayus 61020 8ewecmaa 20108H020
M03ea (CM. pUCYHOK).

Ha ocnosanuu noayuenHvix 0aHHbIX 603HUKAO NOO03Pe-
Hue o Mb. [lposeden 3a60p Kposu 0451 MONEKYAAPHO-EeHe-
muueckoeo uccaedoganust. Pebenok evinucan domoii noo Ha-
oarodenue spaeii NOAUKAUHUKU.

B 6o3pacme 7 mec — noemopnas eocnumanuzayus 8 cés-
3u ¢ yxyowenuem cocmosnus. K yoce umeroweiicsa cumnmo-
Mamuke npUCOeOUHUAUCH NPUCIYNbL GNHOI € 3AMUPAHUEM
8 meyenue HeCKOAbKUX CeKYHO, NPU3HAKU ACNUPAUUOHHO20
bponxuma. B kposu yposens aaxkmama docmue 8,2 mmonv/n,
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Tlayuenm I1.A., 6 mec. Juaenos: NARP-cunopom. MaecnumHo-pe30HaHCHAs MOMOPAduUs 20108HO20 MO32a: NAMOAOUYECKUe USMEHEHUS 8 NEPUBCHMPUKY -
ASPHBIX 0MOenax memeHHwIx 004eil, 8 6a3aNbHbIX CMPYKMYPAX U CpeOHeM MO32e, He3HAYUMEAbHble S8ACHUs GHYMPEeHHel HeCUMMempU1HOL euopoyedanuu,

He3aeepuleHHAasA MUueauHu3ayus 0en020 eeuwecmed

Patient P.A., 6 months. Diagnosis: NARP-syndrom. Magnetic-resonance tomography of brain: pathologic changes in periventricular sections of parietal lobes,
basal structures and the mesencephalon, minor features of the internal non-symmetric hydrocephaly, uncompleted myelination of white matter

ypoeens kpeamunpocgokunazor — 1964 EJN/a (hHopma
< 1100 El/a).

Pezyrvmam monexyasapHo-eeHemu1ecKo2o mecmupo-
eanus eviseunr mymauyuro m8993T>G 6 eene MT-ATPO,
umo noomeepouno Hasuuue Mb — NARP-cundpoma.

Taxkum 06pas3om, ycTaHOBJICHUE NarHo3a yepes 4 Mec
I10CJI€ TOSIBJICHUSI TIEPBBIX CUMIITOMOB TOBOPUT O CJIOXK-
HOCTU IMarHOCTUKU U OTCYTCTBUU crnietmduyHoctd Mb
B IE€TCKOI MpakTuke. PaHHMIT 1e610T Ha (hOHE MOJHOTO

300POBbSI, TOJIUMOPGU3M KIMHUISCKUX MTPOSBICHUIA:
o0s13aTe/IbHOE TOopaXeHNe LeHTPalbHOI HEPBHOM CUC-
TeMbl (HEBpoMaTusl — MPEUMYIIECTBEHHO CEHCOMOTOP-
Hasl), TPOKCUMaJIbHasl MbIIIIeYHas1 C1ab0CTh, TeMEHLINS,
CyIOpPOTHd MOTYT Ha OCHOBAaHMU KIMHUYECKUX TaHHBIX
BBI3BaTh MMOJ03PEHUE O MUTOXOHAPHUAIBHON MAaTOJIOTUU
y pebeHKa, OTHAKO OKOHYATE/IbHbBIN N1MarH03 MOXKHO ycTa-
HOBUTb TOJIBKO C MOMOILIBIO MOJIEKYJISIPHO-TEHETHUYECKOTO
HCCIeI0BaHus.
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PELEH3MA

Ha KHury K.H0. Myxuna u coaBm. <Epileptic encephalopathies and related syndromes

in children~» (John Libbey Eurotext, 2014)

Current Proddens in Lpilepsy

bV Mukiin, A Rhling M. Miconoy,
S, Petrukbin, 1. Holthausen

BrIInio B cBeT KilacCHYECKOE PyKOBOACTBO IO STMIIETITUYECKUM dHIIeda-
nomatusm (aBropsl: K. FO. MyxuH, A.A. XomnH, M.b. Muponos, A.C. IleTpy-
xuH, H. Holthausen; mox pea. O. Dulac), onmy0oJmKoBaHHOE Ha aHTJIMHCKOM
SI3BIKE B BEIyIleM MHUPOBOM M3HATEJIBCTBE MEIUIIMHCKON IUTepatyphl John
Libbey Eurotext.

B pabote Hax pyKOBOACTBOM MPUHSIIN YIacTUE BeAyIIe COTpYIHUKNA MH-
CTUTYTa AETCKON HEBPOJOIUM M AMIICIICUU UM. CBaTures JIyku, a Takxke
3HAMEHMTHIC 3aPYOCKHBIC CITeIINATNCTHI.

AHAJIOTOB TAaKOTO PYKOBOJZICTBA B HACTOSIIIEE BPEMsI B MUPE HE CYIIECTBYCT.

Kuwnra Hammcana B Iy9IIMX TPAAUIUSIX MEIUIIMHCKON IMTEPATypPHI, TTO-
CBSIIIIEHHO OMMCAaHUIO CHHIPOMOB 1 3a00JieBaHMit y AeTeit. OHa ImpeacTaBiIs-
€T cO0O TTOJIHBIN Y YETKO CUCTEMAaTU3UPOBAHHBIN 0030p CUHIPOMOB U 3200~
neBaHuii. O0beM KHUTH U TONPOOHBIe TG epeHIINATbHO-TMaTHOCTUYECKIE
Ta0IUIIBI TTOAYEPKUBAIOT CIIOKHOCTh I 0COOCHHOCTH JUATHOCTUKM Pa3IMIHBIX
dopm srmmunenTuyeckux 3HIeanonaTuii. [IpyBeIecHHBIC METOIBI JICUCHUS
COOTBETCTBYIOT COBPEMEHHBIM MUPOBBIM CTaHIapTaM.

IIpencraBiaeHa BeIMKOJICITHAS KOMOMHAIIMS 0030pa COBPEMEHHON JTUTE-

paTypbl 1 COOCTBEHHOT'O KJIMHUYECKOTO OTBITa aBTOPOB, a TAKXKE OMMCAHUE Cy4aeB.

KHxura 6oraro wutrocTpupoBaHa; 00JIbIION HHTEPEC MPEACTABISIOT HE TOJIbKO N300paXkeHUSI TTAIIMEHTOB, HO TaK-
XKe cdoTtorpaduu u Apyrasg HHOOpMaIMs, KacalIasicsl YYeHBIX, OTKPBIBIIMX TOT WJIM MHON CMHIPOM.

MakeT u cofepxKaHue KHUTHY TTO3BOJISIOT JIETKO HAWTH JTI00YI0 TeMY U IeJIal0T IIPOLIeCC YUTeHUs OYeHb IIPUSITHBIM

" IIJ1I0A0OTBOPHBIM.

DTO0 BbIJAIOLIEECs PYKOBOACTBO MMEET OYeHb OOIbIIIOE 3HAUCHUE IJIST BCEX, KTO 3aHMMAETCS BeIeHUeM TallueH-
TOB IETCKOI'0 BO3pacTa ¢ SIuJIeTcueil.

Dorothee Kasteleijn-Nolst Trenite, MD, PhD, MPH

REVIEW

of the hook of K.Yu. Mukhin et al. <Epileptic encephalopathies and related syndromes
in children~» (John Libbey Eurotext, 2014)

This book is written in the best tradition of medical books on children’s syndromes and diseases. It gives a very complete
and nice systematic overview of the various syndromes and diseases. The size of the book and clear tables with differential
diagnoses emphasizes the complexity in especially diagnosing the various epileptic encephalopathies. Treatment options

are given as well and are up to date.

The Russian excellent authors combined literature with a lot of clinical experiences and examples of cases.

Very special is not only the large amount of illustrations of Russian patients, but also of pictures and information
concerning colleagues who have been instrumental in recognizing a specific syndrome or disease.

The layout is such that it is easy to find a specific topic and certainly a pleasure to read the book.

This outstanding book is thus a must for all those who work with children and epilepsy.

Dorothee Kasteleijn-Nolst Trenite, MD, PhD, MPH
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YBaiaeMbie Konneru!

Mbi 6naroz[ap1/IM BCEX, KTO IIpUCJIaJl OTBEThHI HA BOIIPOCHI TECCTOBOI'O KOHTPOJIA, OHY6I[I/IKOB3HHBIC B IMp€AbIAYLIEM

HOMepe Halllero XypHaJa.

[TpaBuIbHBIE OTBETHI HA BOITPOCH TECTOBOTO KOHTPOJIS, OMyOIMKOBaHHbBIE B «PyccKoM XXypHaje n1eTCKOi HeBpO-

soruu» Ne 2/2016, cTp. 68:

1-i4 Bompoc — OTBeT 3;
2-1i BOIIPOC — OTBeET 4;

3-i1 BOIpoC — OTBET 2;
4-i1 Bompoc — OTBeT 7;

5-1t BOIpoc — OTBeT 4;
6-i1 Bonipoc — oteeT 10.

CeronHs Mbl BHOBB IpeJyiaraéM BaM MPOBEPUTh CBOU 3HAHUS U OTBETUTH HA MPEII0XEHHbIE BOMPOCHL. OTBETHI
MPUCHUIANTE B pelaKIUIO IT0 TTouTe Ui e-mail: rjcn@epileptologist.ru.
[TpaBunbHBIE OTBETHI OYAYT OMyOIMKOBAHBI B CIEMYIOLIEM HOMEPE XKypHaa.

TECTOBbIH KOHTPOJb
BriGepure onuH NMpaBUIBHBIN OTBET

I. MyTauusi B KAKOM U3 F€HOB CJIY>KMT NPUYMHOI PAa3BUTHS
cunapoma Perra B 00JbIIMHCTBE CoTydaeB?

1. ARX.

2.CDKLS5.

3. SCNIA.

4. PCDH 9.

5. GRIN2A.

6. MECP2.

I1. Myramusi rena MECP2, nokaau30BaHHAS HA X-XPOMOCO-
Me, BbI3bIBAeT KJIMHUYECKHE MPOSIBJICHHS 3200/1€BaHUs:

1. ToabKO y MaJIbUMKOB.

2. [IpenMyllIeCcTBEHHO Y JI€BOYEK.

3. Kak y MaJIb4MKOB, TaK M Y ICBOYEK C PaBHOI YaCTOTOM.

4. [TpeuMyILeCTBEHHO Y MAJIbYMKOB, HO MHOTIA U Y IeBOYEK.

III. MyTanus B KAKOM U3 F€HOB CJIYKUT MPUIHHOIN PA3BUTHS
aTunnyHoii hopmel cunapoma Perra?

1. ARX.

2. CDKLS.

3. SCNIA.

4. PCDH19.

5. GRIN2A.

IV. Kakue cuMnToMbl XapakTepHsl 11 cuaapoma Perra?

1. HopMasnbHOe pasButue 10 6—18 mec ¢ nocieayrolei
yTparoi chopMUPOBAHHBIX PaHEE HABBIKOB CaMOOOCTYy>KMBAHUS
U LI€JICHANPABIECHHBIX ABUXEHUI PYK.

2. CTepeoTUITHbIe «MOIOIINE» IBVKEHUST PYK.

3. [Moreps peun.

4. Aytuzm.

5. DnunenTudeckue MPUCTYIIH.

6. Bce nepeuncieHHoe.

V. Kakue 3a60;1eBaHisI OTHOCSATCS K IPYTITIe MUTOXOHIPHATBHBIX ?
. MERRF-cunapom.

. MELAS-cungpom.

. bonesus JIu.

. Cungpom Perra.

. Cunapom AHrejabMaHa.

NARP-cunapom.

. Bce mepeuncientoe.

. Bce nepeuncnenHoe, kpome 4, 5.

. Bce nepeuuncnenHoe, kpome 2, 5.

VI. Kakue npenaparbl MOTYT BbI3BATb YXY/IIEHHE U He 10K~

HbI HA3HAYAThCS NpU cunapome Ipase?

1. Banbmpoar.

2. KapbamaszenuH.

3. Tonupamar.

4. JlaMOTPpUIKWH.

5. OkckapOa3ernuH.

6. CtupurnieHTOJ (B KOMOMHUPOBAHHO Teparum).
7. Kiobazam.

8. Bce mepeuncieHHoOE.

9. Bepnri 2, 4, 5.

10. Bce nepeuncieHHoe, Kpome 2, 4, 5.
11. Bce mepeuncieHHoe, Kpome 2, 3, 4.

VII. Kakue npenaparbl MOTYT BbI3BATh YXy/IIIeHHE NPH CHH-

Jipome riceBno-JIeHHOKca?

1. Banbmpoar.

. Tomupamar.

. KapbamaszenuH.

. OxckapOa3enuH.

. CyKIIMHUMMU/IBI.

. beH3onunazenuHsbI.

. Cynbruam.

. Bce nepeuncneHHoe.
. Bepnni 1, 2,6, 7.

10. BepHuni 3, 4.
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Uitdhopmayua anga aemopos

YBakaeMmbie Konneru!

Mpu odpopmneHun crateii, HanpaBnsembIxX B «Pycckuil xypHan
[eTCKON HeBPONOruNY, CNefyeT PyKOBOACTBOBATbCA 06HOBNEHHbIMM
npaBunamu:

1. (raTbA fOMKHA ObITb NPeACTaBAeHa B INeKTPOHHOM BiAe (B OTAENb-
HbIX daiinax: TeKCT CTaTbi CO CNIUCKOM AUTEpPaTypbl, TabAULbI, rpadukm, pu-
CYHKM, NOAMNCK K PUCYHKAM, pe3tome).

Wpu¢t — Times New Roman, 14 nyHkToB, yepe3 1,5 uxtepeana. Bce
CTPaHNLbI SOMKHbI ObITb NPOHYMEPOBaHbI.

2. Ha nepBoii CTpaHuLe JOMKHO BbITb yKa3aHO: Ha3BaHKe CTaTby, UHU-
Lmanbl 1 Gamunum BCex aBTOPOB, NOSHOE Ha3BaHMe yupexxaeHns (yupexpe-
HWit), B KOTOPOM (KOTOPbIX) BbIMOAHEHa paboTa, ero (ux) MonHbIA agpec
CyKa3aHueM UHAeKCa.

0643aTenbHO YKa3bIBAeTCA, B KakoM yupexxfeHinn paboTaeT Kax/blil
113 aBTOPOB.

(ratba pomkHa ObiTb MopnucaHa Bcemyu aBTopami. B KoHue cTaTbi
HOMXKHbI ObITb 00A3aTeNbHO YKa3aHbl KOHTAKTHbIE TenedoHbl, pabounii
ajipec CyKasaHueMm nHAeKca, Gakc, aapecaneKTPoHHOI NouTbl U da-
MUUA, UMA, 0TYECTBO MONHOCTBIO, 3aHUMaeMas [JOMKHOCTD, yue-
HaA cTeneHb, yueHoe 3BaHNe aBTOpa (aBTOPOB), C KOTOPbIM pefaKLMA
0yneT BecTv nepenmcxy.

3. 06bem cTaTeii: OpUriHabHaA CTaTbs — He Gonee 12 CTpaHuL; onnca-
HUe OTAENbHbIX HAbNIOAEHNIA, 3aMETKM 113 NPaKTUKN — He 6onee 5 CTpaHuL;
0630p nuTepatypbl — He bonee 20 cTpaHuL; KpaTKie CO0BLLEHNA 1 NUCbMA
B peAaKLNI0 — 3 CTPaHMLbI.

CTpyKTypa OpMUrMHanbHOi CTaTbU: BBefeHWe, MaTepuansl
N MeToAbl, pe3ynbTaThl MCCAELO0BAHUA U UX 00CyXKAeHNe, 3aKNI0YeHNe
(BbIBOADI).

K cratbAM 0mKHO ObITb NPUNOXKEHO Pe3toMe Ha pycckom A3bIKe, 0T-
paxaiolLiee coaieprkaHue paboTbl, C Ha3BaHNeM CTaTbu, aMUANAMI 1 UHU-
Lanamy aBTopoB, Ha3BaHWEM YUPeXAEHUil; ANA OPUriHANbHBIX CTaTell —
CTPYKTYpUPOBaHHOE pe3tome (BBeJEHNE, MaTepuanbl U MeTOZbI, pe3ynbrarbl
nT.4.). 06bem pesiome — 2000-5000 3Hakos ¢ npobenamu. Konnuectso
KnioYeBbIX CI0B J0/KHO cocTaBnATb o1 10 g0 50.

4. linntocTpaTBHLIN MaTepuan:

« DoTorpadum fomKHbI 6bITb KOHTPACTHBIMY; PUCYHKM, FPadUKm 1 fuarpam-
Mbl — YETKIMMU.

- oTorpaduu NpeACTaBAANTCA B OPUTMHANE UK B INEKTPOHHOM BUe B Gop-
marte TIFF, JPG, CMYK c pa3peLueHnem He meHee 300 dpi (Touek Ha Atoiim).

« [pauKu, cxembl 11 PUCYHKIN JOMKHBI ObITb NpefcTaBneHbl B popmate EPS
Adobe lllustrator 7.0-10.0. Mpn HeBO3MOXHOCTU NpeacTaBaeHna daiinoB
B laHHOM (hopMaTe HeobXOANMO (BA3ATbCA C pefjaKLeli.

« Bce pucyHkun nomxHbl 661Tb NPOHYMepOBaHbI 1 CHabXeHbl NOAPUCYHOUHbI-
Mu noanucamu. MoAnucu K pucyHkam Jalotea Ha oTAeNnbHoM nucTe. Ha pu-
CYHKE YK3bIBAIOTCA «BEPX» U «HU3»; PparMeHTbl PUCYHKa 0003HaYakTCA
CTPOYHbIMY BYKBaMK pycckoro andasuTa — «a», «6» i 1. . Bce cokpaweHus
1 0603HaueHIA, UCNONb30BaHHbIE HA PUCYHKE, JOMKHbI ObITb pacundpoBa-
Hbl B NOAPUCYHOUHOI MOANMCH.

« Bce Tabnuubl BOMKHBI ObITb NPOHYMEPOBaHDI, METb Ha3BaHMe. Bee cokpa-
LLieHNA pacluMpOBbIBAIOTCA B NPUMeEYaHNI K Tabnuue.

« CcolnKu Ha TabnnLbl, PUCYHKN 1 Apyrie UNNKCTPaTUBHbIE MaTepuanbl npu-
BOAATCA B Hafnexaliux Mectax Mo TeKCTy CTaTbll B KpYrblx ckobKax,
a VX pacnonioxeHue ykasblBaeTcA aBTOPOM B BUZe KBafpaTa Ha Monax
(TaTbUl CNeBa.

5. Ennnnupbl n3mepennii patotca B CU.

Bce cokpalenua (abbpeBuatypbl) B TeKCTe CTaTbit JOMKHbI ObITb Non-
HOCTbH0 paclundpoBaHbl Npu nepeom ynotpebnenuu. Acnonb3oBaHue Heob-
LUenpUHATBIX COKpaLLeHuii He JonyCKaeTcA.

Ha3BaHue reHoB MULLIETCA KypCMBOM, Ha3BaHue 6eNKoB — 06bIUHbIM
wpugtom.

6. K cTatbe JomkeH ObITb NPUNOXKEH CMUCOK LMTUPYeMOii uTepaTypbl,
0GOpMIEHHbIN CnefyioLum 06pazom:

« (nncok ccbinok npuBoAuTcA B andaBUTHOM mopapke. Bce nctouHnkm
JOMKHbI 6bITb NPOHYMEPOBaHbI, a UX HyMepaLua — CTPOro CO0TBETCTBOBATb
HyMepaLmy B TekcTe cTaTbi. (CbIKI Ha HeonybnMKoBaHHbIe paboTbl He fony-
CKaKoTCA.

« [InA KX 4Or0 MCTOYHMKA HEOOXOANMO YKa3aTb: GaMUANI N UHULMANbI aBTO-
poB (ecnn aBTOpOB Bonee 4, yka3blBaloTcA NepBble 3 aBTOPa, 3aTeM (TaBUTCA
«A fp.» B Pycckom unu «et al.» — B aHMNIACKOM TeKcTe).

« Mpn ccvinke Ha CTaTbi M3 KYPHANOB YKa3bIBAKT TakXKe Ha3BaHUe CTaTbl;
Ha3BaHue XypHana, rog, ToM, HOMep BbiMycka, CTPAHMLIb.

+ [Tpu ccbinke Ha MOHOrpaduM YKa3biBaIOT TaKXKe MOSHOE Ha3BaHMe KHUMH,
MeCTO U3[aHNs, Ha3BaHWe U3aaTeNbCTBa, rod U3jaHuA.

« Mpn ccoinke Ha aBTOpedepathbl ANCCepTaLmil yKka3blBaOT Takxke NOHOe
Ha3BaHue paboTbl, LOKTOPCKAA AV KaHANAATCKAA, TOf U MeCTo U3[aHuA.

« Mpu ccbinke Ha AaHHble, nony4YeHHble U3 IHTepHeTa, YKa3biBaloT INeK-
TPOHHbIil afpec LUTUPYEMOro UCTOUHUKA.

+ Bce ccbinki Ha nuTepaTypHble MCTOYHNKIN NeYaTanTca apabckumi Ludpamu
B KBaApaTHbIX ckobkax (Hanpumep, [5]).

« KonuuectBo umuTpyembix paboT: B OPUrMHaNbHBIX CTaTbAX XenaTeabHo
He 6onee 20-25 ncTouHNKOB, B 0630pax uTepatypbl — He Gonee 60.

7. NpencTaBnexne B pefakumio paHee ony6anKOBaHHbIX CTaTell He Ao-
nycKaeTcs.

8. Bce cTatby, B TOM YMcne NOArOTOBAEHHbIE aCTMPaHTaMK 1 CoUCKaTe-
NAMY y4eHoli CTeneHI KaHAMAATa HayK No pe3ynbTataM COBCTBEHHbIX Uccne-
JI0BaHWiA, IPUHUMAIOTCA K neyaTy becnnaTHo, B nopazke obLueit ouepeay.

(1aTby, He COOTBETCTBYIOWME AAHHbIM TPpeGoBaHMAM, K pac-
CMOTPEHUIO He NPUHUMAIOTCA.

Bce noctynatowue cratbi peL,eH3NpyoTCA.

MpucnanHble MaTepuanbl 06paTHO He BO3BPALLAIOTCA.

Pepakuua octaBnaer 3a co6oil npaBo Ha pefaKkTUpOBaHue (Ta-
Teil, NpeAcTaBNeHHbIX K ny6nukaumm.

ABTOpbI MOTYT NpUCbINATL CBOM MaTepuanbl no agpecy: 115211,
Mocka, yn. bopucosckue npyapl, A. 13, Kopn. 2 6o no 3NeKTPOHHOI MouTe
rjcn@epileptologist.ru otBeTcTBeHHOMY cekpeTapio 0.A. lbinaesoit.






