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B nanHo¥i cTaThe r1aBHOM naeeil ABAsETCS U3yYeHHe KIMHUKO-Ia00paTOPHBIX 0codeHHOCTeii AHOMAaIum JleHau-
Yokepa (AQY). B Tpuany cuMnToMoOB BXOJSIT TAK 3Ke TUINOIIIA3UsI YepBsi Mo3ra, pacumupenue 11 xexynouka ¢
(opMupoBannem KuCTHI 3aaHel YepenHoii iMku. IlaTosiorust Ha3BaHa B YeCTh Y4EHBIX, BIIepBbIe €€ ONMMCaBIINX.
Bpay amepukaHCKOro NpoucxoxaeHus Youarep asapa JeHam, KOTOPOro CYUTAIOT OAHUM U3 OCHOBOIOJIO’KHUKOB
Heiipoxupypruu, B 1921 roay BnepBble onucaja 3adosieBanue. Ero Tpyabl 6bLIM 10MO0JHEHBI HCCIE0BAHUSIMHU
Jpua Yokepa. ABTOPBI JAHHOMH CTATBH PACCKA3BIBAIOT 0 NPUYHMHAX 110 KOTOPBIM PA3BUBAETCS JaHHASI AaHOMAJINS,
NMATOreHe3  MeTOAbI JUArHOCTHKU. CaMbIM PAHHUX METO/I0B IMATHOCTHKH fiBJaseTcs Y3HU, ¢ noMombi0 KoTOpOro
NPU3HAKK AHOMAJIMM MOKHO JAUATHOCTHPOBATHL BO BTOPOM Tpumectpe Ha 18-20 Henmesie. M3yyeHue TeMbl
OCHOBAHO HA KJIMHUYECKOM CJIyyae NalueHTa ¢ aHoMaJuued JleHau-Yokepa HaXOAUBLIErocsi Ha JieYeHUM B
otaenenun xupyprudeckom oraenedun KI'TI «OAKB». B ctatbe npuBoasTCsi: aHaAMHe3bl )KU3HU M 3200/1eBaHUS
NAlHEeHTAa, €ro HeBPOJOTHYeCKHH CcTAaTyc, pe3yabTaThl 00cieJ0BaHUs. Y NalMeHTa B MOMEHT POKAeHUS
ruapouedaansi OTCYyTCTBYeT, HO B paHHeM /eTCKOM Bo3pacTe 10 3 JeT KJIMHHUKA ruapouedasum crajia
NpOrpeccUpoOBaTh, YTO NMPHUBEJO K COOTBETCTBYIOLIMM :Kaja00aM, 3amo3ajioMy oOpallleHHI0 32 MeIUINHCKOI
MOMOIIBIO M OTCYTCTBHE JUHAMUYECKOT0 BpaueOHOro HadJ/moaeHus 3a pedenkom Ha yposue IIMCII.

KiroueBnie cioBa: anomanus lenau-yoxepa, HelipoXupyprus, HeBpoJIOTusi, IMArHOCTHKA, AaHOMAJINU Pa3BUTHS.
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In this article, the main idea is to study the clinical and laboratory features of Dandy-Walker Anomaly (ADU).
Symptoms of brain hyperplasia, expansion of the third stomach with the formation of a cyst of the posterior cranial
fossa. Pathology is named after scientists, it was first described. Walter Edward Dandy, who is considered one of
the founders of neurosurgery, in 1921 first described the incidence. His writings have been complemented by
research by Earl Walker. The authors of this article talk about the reasons why this anomaly unfolds, pathogenesis
and diagnostic methods. The earliest diagnostic method is anomaly diagnosis, which can be diagnosed in the second
trimester at 18-20 weeks. The study of the topic is based on the clinical case of a patient with Dandy-Walker
anomaly, located in the department of the surgical department of the CGT "RCCH". The article presents the
history of life and illness of the patient, his neurological status, the results of the study. The patient has no
hydrocephalus at birth, but at an early age of 3 years the clinic of hydrocephalus began to progress, which led to
a corresponding complaint, as well as to the lack of dynamic medical observation of the child at the primary health
care level.
Key words: Dandy-Walker anomaly, neurosurgery, neurology, diagnostics, developmental anomalies.

Beenenue. [1opoku pa3BUTHSA HEPBHOM CUCTEMBI CYMMApHO 3aHUMAIOT BTOPOE MECTO B CTPYKTYpE
AHOMAJIMI Pa3BUTHSI ITOCIIE BPOKICHHOM ITATOJIOTUHU CEPACYHO-COCY IUCTON CUCTEMBI, IPUYEM OKOJIO
80 % »5Tux 3ab0s1€eBaHMil IpeAcTaBIeHBI THIpoLedanueil pa3TuYHOro reHesa.

Anomanus [lennu-Yokepa (ALY) o0benunsieT coboil Tpuaay CUMIITOMOB: THITOIUIA3HS YEPBS MO3Ta,
pacuupenue Il sxenygouka ¢ GopMHpPOBaHMEM KHCTHI 3aJHEW YEPENHOW SMKH M BHYTPEHHSS
rugponedanus.[1].

AJlY — BpoxkaeHHas NaTOJOTMS C 4YacToTo BcTpedaemoctd 1 cimywas Ha 10000-30000
HOBOpOXJeHHbIX. K mnpuumHam npuBoasmmM K pa3BuTHiO AJIY OTHOCATCS:BHYTpUYTpoOHOE
MHOUIMPOBAHUE BHPYCaMHU TepIrieca, KpacHYXH, KOpHU, IIMTOMETAJIOBHpYCa, a TaKXKe CaxapHbIN

nuaber, MeTabOJIMuYecKHe pacCTpOMCTBA, HOHU3HMPYIOIIEE W3IydeHHE, IpUEM OepeMeHHOM



AHTUOMOTHKOB, BHYTPUYTPOOHBIE  TpPaBMBI. Henb3s HCKIIOUNTP W HACJIEACTBEHHYIO
MPeIpacloIOKEHHOCTh, U3-3a JedeKkTa TEeHOB MOXKET IepeaBaThCsl IO HACIEICTBY Kak
penieccuBHbBIN nMpu3HaKk. Ecnu nepBas 6epeMeHHOCTh MpoTeKala ¢ pOPMUPOBAHUEM STOM MATOIOTHH,
TO PUCK NOBTOPHOI'O IIOPOKA B MOCIIEAYIOLIEM Bo3pacTaeT 10 25%.[2].

[Tatorene3 AJlY no konna He u3ydeH. CymiecTByeT JBe Bepcuu nmaroreHesa. [lepsas npennoxena V.
Henan u K. brnekdanom, 0 4acTUYHOW WM TMOJHOW OKKIIO3MHM OTBepcTHi Jlromku nu Maxaumu.
OtBepctusa Maxanau, coenunsert I u [Vikenynouku ¢ 601b1110# HUCTEPHOIN TOTOBHOTO MO3Ta, B TO
BpeMsi Kak oTBepcTus JIiomka, SBISIFOTCS COOOIIEHHUEM MEXKIY JKEIyAOYKaMU U TONayTHHHBIM
MPOCTPAHCTBOM 000si0ouek Mo3ra. Kak ciencTBhe aTpe3nu NaHHBIX OTBEPCTUH TMPOHMCXOIHT
[aTOJIOTMYECKOE HAKOIIJIEHUE JIMKBOPA B KEIYJ0UYKaX MO3ra, yBEIIMUYUBAECTCS 3a/IHsIS YepenHas AMKa,
pacTeT BHYTpUUEpEIHOE aBleHHe, 00pa3yeTcs JIMKBOPHAs KHCTa B 3aJHEH SMKe 4yepera, a TakK ke
oOcTpykTHBHas ruapouedanusi. Kortopas sBngercs ocnoxHenueM AJlY, a He MpOsBICHUEM
cuaapoma. [lpyras Bepcusi npemnoxkena E. [apaHepom, o HapymeHun OamaHca B TNPOIYKIIHU
CIIMHHOMO3TOBOM KHUIAKOCTH B K€y I0YKaX MO3Ta, IPUBOAAILIEM K CAABICHUIO YEPBS MO3XKEUKa, €ro
BTOPUYHOM THUMOIIa3MK. Bo3MokHa M TEpBUYHAS areHe3usi 4epBs MO3KEUYKAa KaK pe3ysbTaT
HapyUICHUS CIUSHUS POMOMYECKHUX TYO Ha paHHHUX CTaIUsAX OpraHoreHnesa.Hammdaue nedexra yepss
MO3X€euKa, MPUBOAMT K YBEIMYEHHUIO pa3mepoB [V xkemynouka, co3garoTcsi yCIIOBUSL ISl €O
MPOJIAOUPOBAHUS B TMOANAYTHHHOE MPOCTPAHCTBO U (POPMUPOBAHUS KUCTHI B OOJACTH OOJBIION
LIHUCTEPHBL[3].

Brigenstor nse ¢hopmbl anomanuu [lenau-Yokepa: moyiHyio u HenonHyto. [TonHas xapakrepusyercs
MIOJTHOW areHe3nel 4epBsi MO3KeuKa U HaIMYHeM cooOLIeHus Mexay [V jkemyJ0YKoM U KHCTOH B
obmacti Oonbrnoil mmctepHbl. [Ipu HenmonaHON (GopMe BBISBISICTCS YaCTUYHAS areHE3usl 4epBs
MO3K€UKa, B CBS3M C YeM KOMMyHuKaius [V keaymodyka ¢ KUCTOM OOJBIIONW IHUCTEPHBI
MIPOCIIEKUBAETCS HE Ha BCEM MPOTSHKEHUH YepBsl.
Bapuantamu AJlY sBnsieTcss OTKPBITBIM M 3aKpbITHIM TUN. OTIMUME B HAJIMYUU WU OTCYTCTBUU
OKKJI03uM oTBepcTuil Jlromke M MaxaHau U coOOLIEHMEM JKETyJlouKa C MOJANayTHHHBIM
MpoCTpaHCTBOM. TakuM oOpa3oMm, ABEe TEOPUH MaTOreHe3a UMEIOT MECTO ObITh. Tak Kak B HaCTOsIIIEe
BpeMsi, OTCYTCTBYIOT METO/IbI JOPOAOBOU OLICHKH MPOXOJUMOCTH 3TUX CTPYKTYp T'OJIOBHOTO MO3ra
3TU BapUaHThl HE UMEIOT KJIIMHUYECKOTO 3HAUCHHUS.

[IpenaranpHas aguarHoctuka AJ[Y Bo3MokHA BO BTOPOU TpuMecTp OepeMeHHOCTH Ha 18-22 Henmenn
pu yabTpa3BykoBoM uccienoBannu(Y3UW). Y3-npusnaku: pazmepsl [V kemymouka 3HaUYUTEIBHO
YBEIUYEHBI, HEJAOPA3BUTHE MO3KEUKA, HAJU4YME€ B YEPENHOW SIMKE IOJOCTH, 3alOJIHEHHOMN
KHUJIKOCTBIO(KUCTHI). Busyanu3zamus yepBsi Mo3keuka Mpu TpaHcabaoMuHanbHOM Y3 BO3MOXKHA
yxke ¢ 15-16 Henenb B caruTTainbHOU IUNIOCKOCTH U ¢ 20 Henenu - B ropu3oHTalbHOM. [1o naHHBIM

JUTEPATYPBI paHHsIA IpeHaTanbHas quarHoctuka AJ[Y Oblia ocyiecTBieHa Mpy TpaHCBarnHAILHOM



sxorpaduu B 12-14 Hemenp OepemenHoctu. [lpu momospenun Ha AJlY wiam HaciaeACTBEHHOM
OTSTOUIEHHOCTH PEKOMEH]1yEeTCs BBIIOJIHATh KAPUOTUITUPOBAHNE.

PazButne AJIY MoxeT ObITh, KaK IMOCTENEHHBIM, TaK U OBICTpHIM. B mocTHaTtampHOM mepuone
oOpamieHne Ha ce0si BHUMaHHE MEIJICHHOE MOTOPHOE pa3BUTHE peOeHKa M MPOrpeccupyloliee
paciypeHue yeperna, ICTOHYEHHE U BBIMIYMBAHUE KOCTU B 3aThUIOYHON yacTH uyepena. B pannem
JETCKOM BO3pacTe MpOSBISIETCS CUMITOMAaMU BHYTPUUYEPENHOM TUIIEPTEH3UH, TO €CTh
Pa3apaKUTENBHOCTD, TOLTHOTA, CY0POKHBIA CHHIPOM, HapyIlIeHHE 3peHus Oy IyT XapaKTepH30BaTh
JAHHOE COCTOSIHME, a TAaK)XXE HaJIM4YUeM MO3KEUKOBOM CHMIITOMAaTHKHM (CTaTHYECKasl aTakCusi,
HapylleHHEe KOOpAMHALMK JBWXeHu#, Huctarm). B 60-75% AJlYcoueraercs ¢ apyrumu
QHOMAJIMSAMHU TOJIOBHOIO MO3ra, a TakkKe C IOPOKaMH pAa3BUTHS OPraHOB M CHCTEM ILIOJA
AHOMAJIMSIMU Pa3BUTHUS CEp/LlA, AJaTOCXU30M, MOJIUIAKTHINEH. Pa3BuTHE yMCTBEHHON OTCTAI0OCTH
pa3BHUBaeTCA B CIEJCTBUE areHE3MEeW MO30JIMCTOTO Tejla U HapyLIEHUEM MHUIpaliy HEHpPOHOB B
mporecce Co3peBaHMs OONBIINX TONyIIapuii. HeBposormdeckas CHMITOMAaTHKA OOYCIIaBIMBACT
TsDKeCTh cocTostHus. [Tonoxenue 6ompHOTO ¢ AJ[Y B mocTenu CTaHOBUTCS BBIHYKJICHHBIM, Ha OOKY
C 3aIPOKMHYTOM TOJIOBOM, BO3MOXKEH, KPUK «MO3rOBOW», MOHOTOHHBIM, IJIABAIOIINE JBUKEHUS
TJIA3HBIX SI0JIOK, CUMITOM «3aXOJISIIEr0 COJHIIA», TOPU3OHTAIBHBIM HUCTarM. Peakius Ha 3ByK U
CBET MOJET OTCYTCTBOBaThb. Peduiekchl mnepuoja HOBOPOXAECHHOCTH YTHETeHbI.I nmnonuHamus,
CIIOHTaHHAasl IBUTaTeIbHAs aKTUBHOCTh CHUYKE€HA. MBIIIEYHBIA TOHYC B KOHEYHOCTAX JTUCTOHUYHBIM,
TeTpanape3. Puznyeckoe pa3BUTHE HETAPMOHUYHOE, YACTO peOCHOK MOHMKEHHOTO TUTAHUSL, TYProp
TKaHEW CHUKEH.

[locTtHaTanbHast AMArHOCTMKH, Yy JAeTedl A0 1 roma ocHoBaHa Ha HeipocoHorpaduu, KOTopas
MO3BOJISICT BU3YaJTH3UPOBATh KUCTY 3aIHel depernHoi sMku. CrienuduuabiM MetonoM mpu ALY
seasgercs MPT u KT uccrnenoBanus ronoBHOTro Mo3ra mnamuenTa.|3,4]

[Ipy  OuarHOoCTHKM  MOBBIMIEHHOTO  BHyTpuuepemHoro  aaenenusi(BY/]) unbopmaruBHa
peHTreHorpadus yepena. Y nereil mpusHaku moBblmeHUs BYJ[ mposBisioTcs pacumpeHHeM
YEepENHBIX IIBOB 3yOIbI MIBOB YJUIMHSIOTCS, PACIIUPSIOTCS BEHEYHBIH, CTPEIOBUIHBIN W WHOTIA
JaMOJOBHUIHBIA BB Y MAaJICHBKUX JETEH PE3KO 3aJePKMBACTCS 3aKphITHE POIHUYKOB. [lpm
BBIPQXCHHOW TUNIEPTEH3UHU Y JeTeH H3MeHsIeTCsl KOHPUTYpalus yeperna, OCHOBaHHE MPOIaBIUBACTCS
BHU3 (0COOEHHO CpeHsIsI YepernHas siMa), pacIiupsIOTCs YepEeHbIe OTBEPCTHSI, HCTOHYAIOTCS KOCTH
CBOJIa, M3MEHSETCA penbed WX BHYTPEHHEH TMOBEPXHOCTH. Pe3ko m3MeHseTcss KOHQUTyparus
Typenkoro cemia. Uepen mpuobOperaet GopMy mapa, 00beM €ro yBETUYHBAETCS, YTO HECKOJIBKO
KOMIIEHCUPYET TUIEPTEH3HIO.

JleyeHue: TPOBOAUTCS OINEPATHUBHOE IIYHTUPOBAHUE YETBEPTOrO MO3TOBOIO JKEIyJOuKa MJIs

CHIJKEHUSI BHYTPHUYEPEIHOTO AABJIEHHUS, 32 CUET OTTOKA JIMKBOpa. [[ns KOppeKuuu rurneproHyca



MBIIIL U JBUTaTEJIbHBIX HAPYIIEHUH UCIIOJIb3YIOTCA Mpenaparbl U pU3NOTEpaneBTHUECKUE METObI
(TMMHacTHKa, Maccax). Y MCTBEHHAs! OTCTAIIOCTh MPAKTUYECKU HE MOJIaeTCs Teparuu.

Heab0 Hamero HcCJaeAOBAHHUS SIBJISETCS H3y4YE€HUE KIMHHUKO-T1a00paTOPHBIX OCOOCHHOCTEH
Anomanuu Jlenau-Yokepa.

Martepuanbl u Metoabl: Hamu onucan knuHuueckuil ciydail nmauuenta C., B Bo3pacte 5 JerT, ¢
aHoManuent [lennu-Yokepa, Haxonusmierocss Ha gedyeHun B otaeneHun KI'TI «OJKby». lannomy
peOeHKy ObUIM MPOBEACHBI KOMILJIEKCHOE OOCIEOBaHUE, KOHCYJbTAallUs Y3KHMX CIELHAIMCTOB,
OIIEpaTUBHOE JICUEHUE.

IIpuBoAMM KIMHMYECKUH CIydai

[Tamment C. 5 net. Poct 117 cMm, Bec 18,5 xr. C quarHozom: BpoxaeHusiii mopok pazsurtus (BIIP)
ueHrpasbHoii  HepBHOM  cuctembl (IHHC). Amnomamua Jlennu  Yokepa. BHyTpenHss
Iporpeccupyiomias OKKIIO3WOHHAs Tuapouedanvs B CTaauu JAeKOMIEHcalu. Mo3zkedkoBas
aTtakcusa. XpOHHYECKH racTtpoayoAaeHUT B craguu pemuccuu. JDKBII mo cmemanHoMy Ttumy.
I'unepMeTponuyueckrii aCTUTMaTU3M IpsMOro Tuna. OCcTaTouHoe CXOAIIee KOCOoria3nue
Anamnesis vitae: PeGenok ot 2 6epemennocty, 1 ponos. Bec npu poxxaenuu 3710,0 rp., poct 57cwMm,
OKpPYHOCTb TOJIOBBI IpU poxacHUM 33cM. bepemeHHOCTh mpoTekana ¢ yrpo3oil NpepbIBaHUS
O0epeMeHHOCTH, B riepBoM TpumecTpe Ha ¢pone OPBU. Poxsl cpounslie, pusnonorndnsie, B cpoke 39
Henenb+S gHed. Coctosin Ha «/[» ydere y HeBpomarojora ¢ auarHo3om: ['mmokcus no 1 rona.
Cocrour Ha «/I» ywere y okynaucta ¢ auarHo3om: OCTaTOYHOE IOCTOSHHOE CXOJSIIEeecs
JIEBOCTOPOHHEE HEAKKOMAJALMOHHOE aJbTEPHUPYIOLEE IIPU KOBEp - TECTE KOCOIVIA3He ¢
BEPTUKAJIHLHBIM KOMIIOHEHTOM. AMOIHOMHSL.

[lepenecennnie 3a0oneBanus: OPBU. HacneactBeHHOCTh 10 TuHUM MaTepu - CaxapHbli 1uabeT y
6abymku 1 Tuma, AprepuanbHas runeprensus. B HosOpe 2018 roma mpoBeeH 2 3Tam oneparuy Ha
ry1a3a. AJIeproJIornyecKuii aHaMHe3 HE OTSTOILIEH.

Anamnesis morbi: /lunamuxy okpy>kHoctu rosossl (OI') He mpoBogwiin. B Bo3pacre 4 siet, BliepBbie
onu10 caenano MPT romoBHOro Mo3ra, B CBS3U C KaJlo0aMHM Ha 4YacThIC T'OJIOBHBIE OOJIM, a TaKXKe
Kaso0 Ha yBEJIMYEHUE OKPYKHOCTH T'OJIOBBI.

MPT ronoBuoro mosra ot 20.11.2018r. MP - npusHaku Haunbosiee XapakTepHbIE JJIsI aHOMAJIUU
Hennu - Yokepa. BuyTpenneit ruaponedanuu. DHuedanonaTuu CMEIIaHHOTO T'eHe3a.

Ha pentrenorpaduu uepema (2 mpoekmun) ot 16.11.2018r. BbIpakeHHass YepemHO-MO3rOBas
TUIEPTEH3US.

B Hos16pe 2018 roga KOHCYIbTUPOBAH HEHPOXUPYProM, HA MOMEHT OCMOTpa, OTIEpaTUBHOE JICUCHHE
He OBLIO MOKa3aHo.

04.01.2019r. noBTOpHO KOHCYJIbTHPOBaH Helpoxupyprom. 3axmouenue: BITP. IIHC. BuyTtpennss

mnpoueﬂpanm B CTaJuU KOMIICHCAllMK, HAa MOMCHT OCMOTpa OIICPATUBHOC JICUCHUC HC ITOKA3aHO.



KoHncynbTupoBan HeBpomarosorom, nuartos: PesmayanbHas sHuedanonatus. ['unepreH3MOHHBIN
cunnpoM. Anomanus Jlenau-Yoxkepa. Haznaueno nedenue: [lantokansiuu B n1o3upoBke 250 wmr.,
Maruuii B6, Hooden. B nunamuke 6e3 ymydrieHus.

SMPT ot 27.03.2019r.: BuyTpennss ruapouedanus. B cpapaenuu ¢ 19.11.2018r -otpunarensHas
JTMHAMUKA, 33 CUET PaCUIMPEHUsI OOKOBBIX KEJTy0UYKOB.

Jano Hanpasienue Ha onepatuBHoe jeueHue B OJIKb.

Status praesens: CocTosiHME NIPU NOCTYIUIEHNH B cTaoHap: CpenHel CTENEHH TSKECTH, TSKECTh
oOycnosnena mnopaxenuem L[HC. Ha ocmorp pearupyer OecnokoiicTBoM. KokHble HOKpPOBBI
OsieqHOBaThle, 4YMCThle OT ChIMU. CIM3UCTBIE PO30BblE, BiaKHbIE. [lOAKOKHO-)KUPOBOM CiOU
ynoBieTBopuTenbHbIi. [lepudepudeckne mumdoysnsl He yBenuueHsl. KoCTHO-cycTaBHas cuctema
6e3 nepopmanu. HocoBoe npixaHue cBoOoHOE. B nerkux apixaHue mpoBOAMTCS MO BCEM IOJISM,
MySpuibHOE, XpUNoB HeT. O0macTh cepAla BU3YalbHO HE HW3MEHEHA, CEp/CYHbIC TOHBI SICHBIC,
putMuuHble. JKuBOT npaBuiIbHON (DOPMBI, CHMMETPUUYEH, HE B3AYT, NPU MaJblallUU MITKHI,
O0e30osie3HeHHbIM. [ledyeHr u ceme3eHka He yBenudeHa. ModencnyckaHue CBOOOIHOE,
6e300ne3nenHoe. Ctyin 6611 1 pa3, opopMIICHHBIH.

Hesponorndeckuii craryc: coznanue sicHoe, OI'=54.5 cm. UMH: 3pauku OS=0D, ¢doTopeakuus
coxpaneHa. Barmsim He Qukcupyer. CyxoXWibHbIE pe(dICKChl BBI3BIBAIOTCS CJIA00, HIKHHUX
KOHeYHOCTAX. J[=C. MBIIICUHBI TOHYC B HIDKHUX KOHEYHOCTSIX CHIJKECH, KHUCTH IapCTHYHBI.
IToBOPOTHI T0JI0BBI B 00€ CTOPOHBL. MEHUHT€albHbIE CUMITOMBI OTPULIATEIbHBIE.

30.03.2019 npoBeneHna BeHTpUKyJIocTOMUsA. Oniepanuto nepenec ycnemHo. Bemucan Ha 10 neHsb.
Heponoruyeckuii craryc npu Bollucke: co3Hanue sicioe, OI'=54.0cm. YepenHo-MO3roBbIE HEPBHI:
3paukn OS=0OD, doropeakius coxpanena. Barmsag ¢ukcupyer. CyXoXWIbHBIE pedIeKch
BbI3BIBAIOTCAD=S. MBbIlICUHbIII TOHYC B HHKHUX KOHEYHOCTAX C ITOJIOKUTEIBHOM JTHHAMHUKOM.
CamocrosTenbHO X0auT. BeinonHseT naneleHocoByio mpoOy. [ToBOpOTh To0BEI B 00€ CTOPOHBI.
MeHnuHreanbHble CAMITOMBI OTPULIATENbHBIE.

Pe3yabTaThl U 00cy:xk1eHus: [To MHEHHIO OOJBIIMHCTBA aBTOPOB, THIpOIedanus y OONBITHHCTBA
nered ¢ mopokoMm Jlennu — VYokepa B MOMEHT POXIEHHS OTCYTCTBYET M Pa3BHBAETCS Ha
MIPOTSKEHUM TIEPBBIX MECSALEB XKU3HU [2], 4TO cOBIanaeT ¢ JaHHBIMM Hallero nauueHra. B 1 rox
MAIMEeHT CHAT C JUCIIAaHCEPHOTO y4eTa HEBPOIATOJOrOM, CIIEOBATEeNIbHO, CUMIITOMATHKa OblLIa
KOMIIEHCHMpOBaHa. B paHHeM nerckoM Bo3pacTe A0 3 JeT KIMHUKa Tujapouedanuu craia
IIPOrPeECCUPOBaTh, YTO MPUBEIO K COOTBETCTBYIOIIMM ajio0aMm, 3amo3fajoMy OOpalleHHIo 3a
MEAULMHCKON MOMOUIBIO U OTCYTCTBUE JUHAMUYECKOIO BpaueOHOTo HaOII0ACHUS 32 peOCHKOM Ha
yposHe IIMCIL.

B 65 % cnyuaeB, no nanueiM R. McLaurin (1985), mopok coueraercsi ¢ JpyrMMH aHOMAaJUsSMU

TOJIOBHOTO MO3Ta — areHe3ueil MO30JMCTOro Tena, dHIedasomene, MOITMMUKPOTHPUCH, arupueH,



reTepOTONUEl Ceporo BEIIECTBA, a TaKXKE C MOPAXKEHUSIMU [JPYIMX OpPraHoB U CHCTEM
(monupakTUiued, CHHIAKTUINEH, BpPOXKIEHHBIMM TOPOKAMH CEpAlla, IOJIUKHUCTO30M TMOYEK,
pacmienuHaMu HebGa W Ap.). Y HAIIero MalMeHTa BHUAWMBIX TOPOKOB pa3BUTHS U CTUTM
I33MOpUoreHe3a He 0OHapy’>KEHO, YTO CBHUJAETEIILCTBYET O Oosiee OIAaronpusTHOM IMPOTHO3E IS
#u3HU. C 1Lenbl0 BBISBICHUS HACJEICTBEHHON OTSTOIIEHHOCTH PEKOMEHAYETCSl BBINOJIHUTD
KapUOTUIIHPOBAHUE JAHHOMY PEOCHKY.

[IporHo3 st ’KU3HU U 300pOBbs IIPU cCUHAPOME JleHin — Y oKepa 3aBUCUT OT HAJIMYHUS COUETAHHBIX
AHOMAJIMI pa3BUTHUSA, XPOMOCOMHBIX aHOMAJIMM U CPOKA JTUATHOCTUKU BAPbUPYET OT MPAKTUUYECKU
HOPMAaJIbHOTO MTOCTHATAJIBHOIO Pa3BUTHUS A0 TSKEJION MHBAIMAHOCTHU U axe rudenu pedenka [4,5].
VY Hamiero nayeHTa Heo0X0IMMO OTMETHUTh TSKeJI0e TOPaKEHNE MO3Ta U UCXOJIOM B UHBAJIUTHOCTb,
rpyOyIo 3aIepKKy TEMIIOB ICUXOMOTOPHOTO U (PU3UYECKOTO PA3BUTHSL.

[To naHHBIM JTUTEpATYpHI, TOKA3ATENN TOCTHATAIHLHON 3a00J1€BA€MOCTH U CMEPTHOCTH BBIIIE B TEX
CllydasiX, KOrjja CHHJIpOM AUAarHOCTUPOBAH B IPEHATAILHOM IIEPHOJIE, a HE Y HOBOPOXKIEHHOTO.
BoiBoabl: IlpenaranbHas nuarHocTuka rujapouedanuu M JIeTalbHOE KIMHUKO-TabopaTopHOe
o0cieioBaHHE HOBOPOXKIEHHBIX C MPU3HAKAMHU HAYMHAIOIIEHCS ruaporedainu — 3aJ0T paHHEH
JMAarHOCTHKHU cUHIpoMma JleHau—Yokepa, oKazaHusi peOCHKY CBOEBPEMEHHOW MEIUKAaMEHTO3HOU
TOMOIIIH, a B JATHHEHIIIEM — BO3MOKHON HEHPOXUPYPrUIECKON KOPPEKIIMH BPOKIACHHOTO Ae(EKTa.
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