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B coBpemeHHbIX pyKOBOACTBAX Mo NpeHaTtasbHOM avar-
HOCTVKE OTCYTCTBYET MHMOpPMaLMsS O MOPOKEe pPa3BUTUSA
rosIoBHOro Mo3ra meransHuedanun. B nutepatype ectb
[aHHble O [AMarHoCTuKe MeransHuedanum y peten.
LlepebpanbHblil ruraHtuam (megalencephaly) ob6bscHaeT-
Csl yBenmyeHnem uepebpanbHO NapeHXMMbl, KoTopas
MOXET HacTynaTb B pPe3y/bTaTe HECKOJIbKUX MPUYMH.
YTBEPXAAl0T, YTO 9TOT MOPOK CBSA3AH C MEPBUYHBIMU HAPY-
LWEHNSAMM HelpoHanbHOW nponudepaumn. Y aTnx petemn
pasmep Tena He COOTBETCTBYET OOJMbLLOMY pa3mepy rosio-
Bbl, YTO ¥ MOCJYXMWJI0 NOBOLOM K Ha3BaHuio — Lepebparnb-
HbIA TUraHTM3M. OTa KapTUHA COYETAETCS C BblAAIOLLMMCS
Brepen n6om, rotmyeckum HEOOM, rMNepTeENnopPU3MOM,
ponuxouedanveli, 6oOMbWMMA pykamMyu W HOramwu.
O[HOCTOPOHHAS MeranaHuedanns — 3TO ramMapToMoo-
Opa3Hoe NIoKanbHOE UM TOTaNlbHOE YBENMYEHUE NOJyLIa-
pusi Mo3ra ¢ gedekrTamm MUrpaumm HEMPOHOB. KnnHuyeckn
OLHOCTOPOHHAS MeranaHuedanus paHo NposiBNSETCS
MeMKaMEHTO3HO PE3NCTEHTHON anuiencuen, remunneru-
e 1 TSXeNoW 3alepkkoi pa3suTus. MNpeacTtasnsem cobeT-
BEHHble HabNOAEHUS ABYX KIMHUYECKMX Cly4yaeB MOCTaB-
JIEHHOrO MpeHaTanbHO AMarHo3a “0QHOCTOPOHHSA Meran-
3HUedannsa” ¢ akLLeHTOM Ha BOSMOXHOCTM ANArHOCTUKM.

KnioueBblie cnoBa: meranaHuedanus, npeHatanbHas
anarHocTtuka, MPT nnoga.

*k*k

The information on the developmental brain malforma-
tion megalencephaly is absent in modern manuals on pre-
natal diagnostics. There are data in the literature on diag-
nostics of megalencephaly in children. The cerebral gigan-
tism (megalencephaly) is explained by the increase of
cerebral parenchima, which can occur in response to sev-
eral reasons. It has been argued that this abnormality is
connected with initial disorders in neuronal proliferation. The
body size of these children is not compatible with the large
size of the head. This was the reason of the name — cerebral
gigantism. This picture harmonizes with prosilient (porrect)
forehead, Gothis palate, hypertelorism, dolichocephaly,
large hands and legs. Unilateral megalencephaly - is a
hamarto-shaped local or total increase of cerebral hemi-

sphere with the defects of neutrons migration. Clinically
unilateral megalencephaly is early evident by medicamen-
tally resistant epilepsy, hemiplegia and hard subpar growth
curve (arrested development). Assessments of two medical
cases of prenatal determined diagnosis “unilateral mega-
lencephaly” with emphasis on possibility of diagnostics are
presented.

Key words: megalencephaly, prenatal diagnostics,
fetus magnetic resonance tomography.

* kK

BeepeHue

B coBpemMeHHbIX pyKOBOACTBaxX MO NpeHaTasibHOM
OMarHOCTUKEe HaMu He HangeHo nHdopmalmm o no-
poKe pas3BUTUS FOJIOBHOMO MO3ra mMeranaHuedanum
[1-3]. B nuTepaType €CTb AaHHblE O AMArHOCTUKE
MeranaHuedanmn y aeTen, Ho OTCYTCTBYET UHGOP-
Mauusi 0 BO3MOXHOW NpeHatasibHOM AMarHOCTUKe
[AHHOro nopoka pasesuTua naoga [4-6].

LepebpanbHblii  ruraHtmam (megalencephaly)
00BbACHSIETCS YBENIMYEHMEM LiepebpasbHON NapeHxm-
Mbl, KOTOpPas MOXeT HacTynaTb B pe3yfnbraTe Hec-
KONbKMX NPUYKH [7]. HekoTopble BPOXAEHHbIE Hapy-
lweHnss metabosiMama ConpoBOXAAIOTCS YBEIMYEHWN-
€M MO3ra 3a CYEeT HEeHOPMasIbHOr0 HakoMniIeHus
BELLECTBA, HE COAEPXALLErO HEMPOHOB. AHANOrMYHbIE
cuTyauum MOryT MPOUCXOAMTb U MPU HEKOTOPbIX
HEeNpOoaKTOAEePMaIbHbIX ANCTNA3UAX, COMPOBOXAAI0-
wuxcs obpaszoBaHuemM onyxonen. Mpn aToM yBenu-
4YMBAETCA OKPYXHOCTb Yepena, HO K Nepuoy HOBOPO-
XOEHHOCTUK, a HECKOJIbKO MO3Xe — Ha MepBOoM rogy
XN3HU. YTBEPXAAIOT, 4TO 3TOT MOPOK CBA3aH C nep-
BUYHBIMW HAPYLLEHNAMU HENPOHAJIbLHOW nponudepa-
umn. Y aTnx geten pa3mep Tena He COOTBETCTBYET
60JIbLLIOMY pa3Mepy rofioBbl. ATO 1 NOCYXUII0 NOBO-
OOM K HasBaHuO — LepebpanbHblii rMraHtuam [7].
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OTa kapTMHA COYETaeTCs C BbIAAIOLIMMCS BrEpes
nbom, roTmyeckum HE6OM, rMNepTeNopmM3MomM, LOn-
xouedanuen, 6onbWIMMK pyKaMy 1 Horamu. Hespo-
NOrMYecknin ctatyc GONbLUMHCTBA HOBOPOXAEHHBIX
0Ka3blBAETCS HOPMaJIbHBbIM, HO HEPEeOKO 0OHapyXmBa-
eTcsi anHoa. Y 6onblUMHCTBA AEeTeil nocnemyiollee
pasBuUTME COMPOBOXAAETCH 3aePXKON 1 ABUraTenb-
HbIMU HapyweHuamn [7]. OOQHOCTOPOHHAS Meran-
aHUedanMa — 9TO0 ramapToMooOpasHoe NoKanbHOEe
WAN TOTaslbHOE YBENIMYEHME NOJyLLapUsa Mo3ra ¢ ae-
dexkTamu murpaumm HeMpPoHoOB [8]. KnnuHmnyeckn ogHo-
CTOPOHHAS MeranaHuedanng paHo nposBnseTcs
Me[NKaMEHTO3HO PE3UCTEHTHON anuiencuen, remu-
naernen n TAXenon 3agepxkon passmtus [8].
MNpencTtaBnsiem 2 COOCTBEHHbIX KIMHUYECKUX Ha-
6N04EHNS MOCTABIEHHOrO MpeHaTanbHO AuarHo3a
“OAHOCTOPOHHSAS MeranaHuedanus”.

KnuHuyeckoe HaGnogeHue 1

BepemenHas C., 24 net, Gbina HanpaeneHa B nepuHa-
TanbHbIA LEHTP C AMarHo3om: 6epemeHHocTb 30-31 Hen,
Makpouedanns, OOHOCTOPOHHSS BEHTPUKYIOMEranus.
MauneHTka 3amMyxem, He paboTaeT, BPeaHble NMPUBLIYKY,
npvem NekapCTBEHHbIX NpenapaToB oTpuuaeT. Hactoswuas
6GepeMeHHOCTb BTOpasi, MPEACTOST NnepBble poabl (nepeas
6epeMeHHOCTb — 3amepluas B 12 Hepn). [MepBoe ynbTpassy-
koBoe uccnegosaHue (Y3W) 6bino BeinonHeHo B 15 Hep, B
kabuHeTe npeHaTanbHOW AMArHOCTMKW, YNbTPa3BYKOBbIX
MapKepoB XPOMOCOMHbIX aHOManuii He BbiBNEHO. [lpu
NpOBEAEHNN BTOPOr0 CKPUHMHIOBOro Y3WM no mecty Xu-
TenbCTBa NauneHTkn B 21-22 Hepn Gblna 0BHapyxeHa anc-
nponopuus pasmMepoB MioJaa 3a CYET yBENMYEHNS pa3me-
pPOB rOMOBbI, MNOCTaBNEH AuarHo3: ruapouedanus.
BepemeHHas obcnenyeTcs B MeAMKO-reHEeTUHECKOWM KOH-
cynbTauumn: oTMedaeTcs Makpouedanus, MexnonyLlapHas
60opo3na CMeLleHa BeBO, MpaBblii BOKOBOM Xenymoyek
paclumpeH 0o 14 MM (neBblit 6 MM), yNbTPa3BYyKOBas aHATO-
MUSi NPaBOro NonyLapus M3MeHeHa (cnpaea OT MEeXMony-
LIapHOM 60po3abl KNepeay OT NPaBOro Xenyaoyka onuchbl-

BaeTcs 00pa3oBaHME CpPeAHein 3XOreHHOCTU pa3Mepamu
21 x 19 x 32 MM, pacueHeHHOe Kak KPOBOW3MSHUE).
MaumeHTKka MPOKOHCYNLTUPOBAHA BHELUHMM 3KCMEPTOM
HelipoXnpyprom, nHopmMmpoBaHa o rpyboi nHeanuamsa-
unn pebeHka, cTpagaHunm GU3NYeckoro K NCUXM4eckoro
pa3sutus. OuHamuyeckoe HabnoaeHve pPekoMeHA0BaHO
B NepuHaTanbHOM LIeHTpe.

Pe3ynsTatel 06Cc/1e4o0BaHNS B NepPUHATaIbHOM LieH-
Tpe. Y3/ nposogmnun Ha ckaHepe Tochiba Aplio TpaHc-
ab0MMHANbHBIM AOCTYNOM MOCNe Nofy4YeHns MHPopMU-
POBAHHOrO COrflacusl Ha uccnegoBaHme. MNpu ynsTpas3Byko-
BOM oOcnefoBaHvuM B nepuHatanbHoM LeHTpe B 30 Hep
6epeMeHHOCTM pa3mepbl nioga OblIM HENPOMOPLIMOHASTb-
Hbl, rofioBa cooTBeTcTBOBaNa 37-38 Hepn GepeMeHHOCTU
(6unapueTanbHbIi padmep 88 MM, TOOHO-3aTbINOYHbIN 121
MM, OKPY>XHOCTb 330 MM), KOHEYHOCTU U OKPY>XKHOCTb XM-
BoTa nnoga cooteetcTBoBann 30 Hepn GepeMeHHOCTMW.
Mpennonaraemas macca nnopga 6uina 1600 r, npy oueHke
aHaToMuM Nnoga OTMeYeHa aCMMMETPUS FOJI0BHOIO MO3ra,
pasmepbl 3aHero pora neBoro 60KOBOro Xenyaoyka 5 mm,
npasoro — 26 Mm (puc. 1). 3akmoyeHne: BPOXAEHHbIV MO-
pok passutus (BMNP) LUHC npaBocTOpoHHAS ruapoueda-
va, makpouedanng. PekoMeHooBaHO npoBedeHve mar-
HUTHO-pPe30HaHcHoM Tomorpadum (MPT) nnoaa.

MPT nnoga sbinonHeHa Ha MP-tomorpade Philips
Panorama. Monywapwusa ronoBHoro moara nnoga acumme-
TPUWYHbI 32 CYET BbIPAXEHHOIO YBEIMYEHUS MPABOr0 Mosy-
wapusi, mexnonywapHas 60po3aa pe3ko CMeLLeHa BIIEBO
(puc. 2). MpaBblii GOKOBOW XeNyaoyvek paclunpeH, bonee
BbIDAXEHO B 3aJHMX M BUCOYHbIX porax (CM. puc. 2).
MepenHuin por npaBoro GOKOBOro Xenyaouka YOJIMHEH,
BbiNpaMAeH. OnpenenseTcsd BblpaXeHHas CraaXeHHOCTb
n3BMAMH 1M GOPO3L NPaBOro nosywapus, narepasnbHas
Lenb paclmpeHa, yrnybnena (cMm. puc. 2). bopoagpl 1 13-
BUJIMHbI IEBOMO MnosyLiapus npocnexmsatoTcs. |l 6okosoi
xenypoyek nedopMmnpoBaH, CMeLLeH BNeBro, IV xenynouek
Manioob6beMHbIV. HapyxHble NIMKBOPHbIE MPOCTPAHCTBA
BAOMb NIeBON remmcdepbl MO3Xe4ka pacluvpeHbl. MasHble
A610KM NPOCNEXMBAKOTCS, CUMMETPUYHBI. 3akodyeHue:
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Puc. 1. Y3-usobpaxeHue ronoBHOro mMo3ra nnoja.
ACUMMETPUS TONIOBHOMO MO3ra, pacluMpeHne 3agHero
pora npaBoro 60KOBOro Xenynoyka a0 26 Mm.

Puc. 2. MP-n3o06paxeHne yBennm4eHHOro npaBoro rony-
Lapusi FOIOBHOO MO3ra nfioga ¢ pacluMpeHremM npaBoro
6OKOBOr0 Xenynoyka WM CMELLEHMEM MEXMOJyLIaPHOW
60po3abl BNEBO. BbipaxeHHas CrnaXeHHOCTb W3BWUAUH
1 60p0o3a, NpaBoro nonywapus. Paclumpexne n yrnybneHue
npasoK NaTepasibHOM LLen.

Puc. 3. MP-n3o6paxeHre ronoBHOro Mmoara pebeHka. a — BblpaXeHHasi CrinakeHHOCTb 60p0o3[, M U3BUJIMH NPaBOro rnosy-
wapws; 6 — acCMMMETPUS XeNyL04KOBOV CUCTEMbI 3a CHET PE3KOr0 pacLUMpPEHUs MPABOro Xeslyaouka U CMeLLeHNe Mexno-

nylapHor 60po3abl BNEBO.

MP-npuaHaku BINP ronosHoro moara nnoga, npaBoCTOPOH-
HeAs MeranaHuedanums.

B 33 Hen 6epeMeHHOCTM NPOM3OLLIY NPEXAEBPEMEH-
Hble pofbl, poauncst pebeHok ¢ maccoli Tena 2710 r, poc-
TOM 47 CM, OKPY>XHOCTb ronoBbl 32 cMm, rpyam 31 cMm, OLeH-
ka no wkane Anrap 6-7 6anno.. B 1-e cyTkn xun3Hun pebe-
HOK Obln 00CNefoBaH, BbIMOSIHEHA HeWpocoHorpadus
n MPT rofoBHOrO M0o3ra, NpeHaTabHblli AMarHos “npaso-
CTOPOHHSAS MeranaHuedanus” Obin NoATBEPXAEH.

3a 1 rog 1 6 mec Xn3Hn pebeHoK Obl1 HEOJHOKPATHO
rocnuTann3npoBaH B OTAeNeHne HeBponorun. B nontopa

roga OTMeYaeTCs BbipaXeHHas 3agepxka B pasButum — ca-
MOCTOSITE/IbHO HE CUAOMT, FONIOBY YAepXnBaeT cnabo, urpo-
BOW MHTEPEC CHMXEH, OT 2 Ao 10 pas B CyTKn oTMevaroTCs
NPUCTYNbl 0OLLMX B3AparvBaHuii, Nepuoamyeckme KpaTkoBs-
pPEMEHHbIE NMOAKATLIBAHUS 1a3 C y4allleHHbIM MOPraHneM 1
3aTOPMOXEHHOCTbIO. BbinonHeHo MPT-unccnepoBaHue ro-
JIOBHOrO mo3ra pebeHka. lNpaBoe nonywapue rosoBHOMO
MO3ra BblpaXeHHO yBenmyeHo B obbeme, 60po3abl U 13Bu-
JINHBI CrnaxeHsl (puc. 3, a). BokoBble xenyaoukm paclumpe-
Hbl, aCMMMETPUYHbI 3a cyeT BGosiee 06bLEMHOro NpaBoOro
6okoBOro xenyaouyka (puc. 3, 6). Npasblit GOKOBOI Xenyao-
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Puc. 4. Y3-usobpaxeHue ronoBHOro moara nnoga.
ACUMMETPMA TONOBHOIMO MO3ra, pacllMpeHne 3aaHero
pora npaBoro 60koBoro xenynoyka oo 11,6 mm.

yek oedopMMpPOoBaH, LUMPMHA €ro Ha YPOBHE 3aHEero pora
00 45 MM, onpefensoTCs BblpaXXeHHbIE NEPUBEHTPUKYNIAP-
Hble MO3HbIE M3MeHeHus. |l xenyaoyek He pacLIMpeEH,
CcMeLLeH Bnpaeo, IV xenynoyek manoobbeMHbii. KopkoBoe
BELLECTBO NPaBOM remMucdepbl BbIPAXEHHO YTOJILLEHO.
CTBONIOBbLIE CTPYKTYPbI AE€POPMUPOBaHSI.

KnuHuuyeckoe HaGnoaeHue 2

BepemenHas K., 26 net, 6bina HanpaeneHa B nepuHa-
TaJIbHbIN UEHTP C AnMarHo3oMm: 6epeMeHHoCTb 24 Hen, BIP
LUIHC. MaumeHTka 3amyxeMm, He paboTaeT, BpeaHble Mpu-
Bbl4KM, TMPUEM NEKAPCTBEHHbLIX MNpenapaTtoB OTPULAET.
HacTtosiwass 6epemeHHOCTL BTOpas (nepBasi GepemeH-
HOCTb — CPOYHble poapl, pebeHoK XunB, 340poB). epBoe
Y3MW 6b1n10 BbINONAHEHO B 12 Hefd B kabuHeTe npeHaTanbHom
OMNarHOCTUKK, YNbTPa3BYKOBLIX MapKepOB XPOMOCOMHbIX
aHoManunin He BbIABNEHO. [1pyn NpoBedeH BTOPOro CKpu-

HUHroBoro Y3W BbisiBNeHa BeHTpuKynomMeranus (60koBbie
xenygoukn go 11 mm), pekomeHpoBaHo obcnenoBaHue
B MEOMKO-reHEeTUYeCKON KOHCynbTaummn. Mpu oueHke ynb-
TPa3BYyKOBOM aHAaTOMWUW FONIOBHOrO MO3ra nnoga B 24 Hep;
3a4HWIA por nNpaBoro GOKOBOro Xenyaoyka paclunpeH A0
11,6 MM, cmelleHne M-3xo BneBo (puc. 4). B npasoi re-
Mucdepe B NPOEKLMN laTepansHON CTEHKU NepesHero po-
ra 60KOBOro Xenyaoyka BU3yanusnpyeTcs rmnoaxoreHHoe
obpasoBaHue pasmepamu 31,9 x 20,2 MM, pacueHeHHoe
KaK KpoBomanusHue. [aumeHTka MPOKOHCYNbLTUPOBAHA
BHELLHMM 3KCMNEPTOM HENPOXMPYProM, PEKOMEHA0BAHO Bbl-
nonHeHne MPT nnopa.

Pe3ynsTatel 06Cc/1e40BaHNS B NePUHATaIbHOM Li€H-
Tpe. MPT nnoga BbinonHeHa Ha MP-tomorpade Philips
Panorama. femmncgepbl rofI0BHOrO MO3ra aCUMMETPUYHbIE
3a CYET BblpaxeHHO 6onee 06beMHOI NpaBoli remucdepsl,
0COOEHHO B nepeaHux otaenax (puc. 5, a). Jlesbli 60kOBOM
XesyLo4YeK NPOC/eXMBaeTCs, B TOM YUCNEe NepenHuin por.
MepenHne oTaensl NpaBoro 60KOBOro Xenyaoyka B nepes-
HUX OTAENIax He NPOCNEXUBAIOTCS, BU3yann3npyemole pas-
Mepbl paclmpeHbl. JIOOHbIE U YAaCTUYHO TEMEHHbIE OTAENbI
npaBoli remmc@epbl MO3ra BbICOKOOObLEMHbIE, BO BHYTPEH-
HWUX OTAENAax BU3yann3npyeTcs 30Ha NOHMXXEHHbIX CUTHaNb-
HbIX XapakTepUCTUK, YTO MOXET COOTBETCTBOBATb reMop-
parv4yeckomMy KOMMOHeHTY (puc. 5, 6). Bopo3abl 1 n3sunu-
Hbl HE BblpaxeHbl. 3akadeHve: MPT-npusHakn sHueda-
noaucnnasnn, NpasoCTOPOHHEN MeranaHuedanuu.

Mpy NOBTOPHOWM KOHCYbTALMW HENPOXMPYPra NauneH-
TKa Obla MHPOPMMpPOBaHa 0 GU3NYECKOM U MCUXNYECKOM
cTpagaHun pebeHka. Ha npeHaTanbHOM KOHCUNIMYME
CeMbs MPUHSNA peLleHne npepeatb 6epeMeHHOCTb, Obln
BbINONHEH deTouna. MNaTonoroaHaToOMMYeCKUn ANarHos:
NpPaBOCTOPOHHASA MeranaHuedanusa (puc. 6, a), KPOBOU3-
JIMSIHWE BO BHYTPEHHWE OTAENbl NpaBoi N06HOW [onn
(puc. 6, 6).

Puc. 5. MP-n3o6paxeHre ronoBHOro Mo3ra nnoga. a — remmcdepbl rofIOBHONO0 MO3ra aCMMMETPUYHBIE 32 CHET BbIPaXeH-
HO 6oniee 06bLEMHONM MpaBoi remmcdepsbl. MNpaBblii OOKOBON Xenyaoyek paclumpeH; 6 — BO BHYTPEHHMX OTAenax npasoi
reMmcdepbl BU3yanmsnpyeTcsd 30Ha MOHUXKXEHHbIX CUTHASIbHbIX XapaKTEPUCTUK.
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oTOenNbl NpaBoii NoGHOM oonu.

Takum 06pa3oM, B HACTOsILLEE BPEMS CYLLLEeCTBYET ce-
nylowas npobnemMa AMarHOCTUKM  MeranaHuedanuu.
JaHHas natonorms He3HakOMa Bpadvam YNbTPa3BYKOBOW
OMarHocTukun. KOHCynbTaHTbl HEMPOXMPYPI U HEBPOJIOTU B
GONBLUNHCTBE Cly4aeB He MOryT MHTEePrNpPeTUpoBaTh Yib-
TPa3BYKOBbIE M300PaXeHNs 1 He BblAAIOT SKCNEPTHbIE 3a-
KntoueHns. NoaTomMy BO3HMKAIOT CNOXHOCTM NP NpoBeae-
HUW NpeHaTanbHbIX KOHCUIMYMOB. C 0pnaNYeckon TOUKM
3peHus, yunTbiBas daTanbHOCTb AMarHosa “meranaHueda-
nvs”, ans ganbHenwero npoJsIoHrMpoBaHus 6epeMeHHOCTH
XenaTtenbHo MMEeTb 3aK/OYEHNS OBYX HE3ABUCUMMbIX APYr
OT apyra metonoB amarHoctukn (Y3 n MPT). MPT nnoga
OZHO3HAYHO N HEOMPOBEPXMMO ABASETCS “30/10TbIM CTaH-
[apToM” B AMArHOCTMKE BPOXAEHHOW NaTtoaorum nioaa.

3aknoyeHue

MpencTaBneHHble KNMHUYeckre HabnaeHns nosa-
TBEPXOaloT HeobXxoaMMOCTb ucnonb3oBaHus MPT
naoga npy BO3HUMKHOBEHUM CIOXHOCTEN TpagnumMoH-
HbIX METOAOB npeHaTtanbHOn auarHocTuku (Y3WN).
[Mpy nocTaHOBKE PeaKoro 1 apamaTnyeckoro no K-
HMYECKUM MNOCNEACTBUAM [MarHo3a MeranaHue-
danus Bo Il TpumecTpe 6epemMeHHOCTM Haao HGOP-
MUPOBAaTb POAUTENEN O TAXKECTN COCTOSIHUS HOBOPO-
XAEHHOrO 1 fasnibHENLLIEM NPOrHO3€E ero pa3BnTuS.
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