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OPHTHHANbHAA CTATbHA

KnnHuyeckne cnHapomMbl HapyLUeHuUs
HeupoHanbHOM nponudepaumm —
CeMMOTUKa U COBpPeMeHHas AuarHocTuka

H.H.BonoguH, M.U.MepBepes, A.B.Mop6yHOB

Pocewvickuii rocy[apcTBeHHbIVi MeEAULUMHCKUMU yHuBepeuTeT, MockBa

[MpoBeneHoO KOMMMEKCHOE O6CnefoBaHne — KNnMHU4eckoe n nyvesoe 41 pebeHka ¢ BPOXAEHHbIMY 3a60MeBaHNAMN HEPBHOW
cucTembl (MUMKpPO- M Makpouedanus, Ty6epo3Hblil CKNepos, aHUedanoTpureMmHanbHbli aHrmomMaTos, HelpodnoépomaTos).
[Moka3aHo, 4TO B OCHOBE Pa3HOO6Pa3HbIX HEBPOSOrMYECKMX PACCTPONCTB (PE3UCTEHTHbIE AMUNENTUYEeCKUe MPUCTYMbI, 3a-
JepXKa NMCUXOMOTOPHOIO PasBUTUA) nexart CTPYKTYpPHble M3MEHEHWS PasfvyHbIX OTAENOB FOIOBHOMO MO3ra, BO3HMKLLWE
BCNEACTBME HapyLUEHWUs MPOLECCOB HEeMpOHanbHOW nponudepauumn Ha 2—4-m Mecsue BHyTPUyTPOOHOro pasBuTus Niofa.
MpepncTaBneHa KMMHNYECKas CEMMOTUKA YKa3aHHbIX CUHAPOMOB M X KOPPENAuma CO CTPYKTYPHLIMU M3MEHEHWSMUN FOJIOBHO-
ro0 MO3ra, BbISIBJIEHHbIMW C MOMOLLbIO KOMMEKCHOMO fly4eBoro o6crnefoBaHuns. YkasaHo Ha 3Ha4MMOCTb CBOEBPEMEHHON Au-
arHOCTMKWN BPOXAEHHBIX LiepebparibHbiX U3MEHEHWI AN MEANKO-TEHETUHECKOrO KOHCYIbTUPOBAHUA CEMEN, YXXe UMEIOLLMX
pebeHka C «CMHAPOMaMM HapyLUEHNS HEMPOHAaNbHOW nNponudepaunm».

Krro4eBble crioBa: HerpoHarnbHas nponvgepauyms, SMnenTn4ecKme npucTyrbl, BDOXAEHHas MUKPO- u MakpoLeganus,

TY6EpPO3HbIV CKIIEPO3, SHLEHANoTPUreMUHaIbHbIN aHrMoMaTo3, Herpogpubpomaros

Clinical syndromes of impaired neuronal proliferation:
semiotics and modern diagnostics
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The authors performed a comprehensive clinical and x-ray examination of 41 children with congenital diseases of the nervous
system (micro- and macrocephaly, tuberous sclerosis, encephalotrigeminal angiomatosis, neurofibromatosis). As has been
shown, varied neurological disorders (resistant epileptic seizures, retarded psychomotor development) rest on structural alter-
ations in various parts of the brain arising due to impaired processes of neuronal proliferation in the 2nd—4th months of the
intrauterine development of the fetus. Clinical semiotics of these syndromes and their correlation with structural changes of the
brain diagnosed by a complex x-ray examination are presented. The significance of an early diagnosis of congenital cerebral
changes for medico-genetic counseling in the families that already have a child with «syndromes of impaired neuronal prolifer-
ation» is pointed out.
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pPOXAEHHble MOPOKM Pas3BUTMS FOMOBHOMO Mo3ra (Lepe6-
panbHble 3mM6puodeTonaTnn, OUCreHe3nn unm mMansgop-
Maumu), BcTpevaromecs npuénuantensHo y 1 n3 100 HOBOPOX-
OEHHbIX, NPeACcTaBNaoT OOHY N3 Cepbe3HbIX NPO6IIEM COBPEMEH-
HOW MeauLMHbI, TaK Kak B 30% cny4yaeB 6bIBatOT NPUHUHOW aHTe-
HaTasnbHOW N paHHen OeTCKon cmepTHoCTU [1—4]. BekueLuve pe-
TU C NOPOKaMM rofIOBHOIr0 MO3ra B fasbHelLLeM ABNSI0TCA MHBA-
nvgamMm rno TakuMm TskesbiM 3a605eBaHusaM, Kak opraHn4eckune
¢OpMbI YMCTBEHHOWM OTCTANOCTU, AETCKME LiepebparbHblie napa-
nn4n, pasnuyHble OpMbl CUMMTOMATUYECKON anunencum [2, 5].
C BHepgpeHVeM B NPaKTUKy COBPEMEHHbIX METOL0B 1ccneno-
BaHWs HEPBHOW CUCTEMBI, B NEPBYIO o4epeb — HEMpoBUayanu-
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3aumm (HeripocoHorpadms — HCI, komnbloTepHas Tomorpa-
duma — KT, MarHUTHO-pe30oHaHcHas Tomorpadmsa — MPT), nosieu-
nacb BO3MOXHOCTb HE TOSIbKO MPUXU3HEHHO, HO W aHTeHaTasb-
HO BbIIBATL Pa3fN4YHblE aHoManuMu pPasBUTUA LEHTPasribHON
HepBHoM cuctemsl (LIHC) [1-3, 6].

B cTpyKType npoLeccoB HEMpPOOHTOreHesa OfHUM U3 Hanbo-
1ee BaXHbIX 3Tarnos oOPMUPOBaHNA rONTOBHOrO MO3ra Yenoseka
ABNAETCA HerpoHanbHas nponudepaums (2—4 Mec BHYTpUyTpoO-
Horo paseutus). CormacHoO COBPEMEHHbIM [OaHHbIM, FONOBHOM
MO3r npefcTasnfeT cobon npeobpasoBaHHble CTEHKN 3MOPUO-
HasbHbIX MO3roBbIX My3bIPei, NOSTIOCTU KOTOPbLIX 06PAa3YIoT Xesy-
JOYKM Mo3ra. BHyTpeHHsst 30Ha 3TUX My3bipert (MEPUBEHTPUKY-
nsipHas 06nacTb) ABNSETCA «3apOAbILLEBON» ONA KNETOK FonoB-
Horo mosra. CyTb NpoLIeCCOB, MPOUCXOAALLMX HA 2—4 MeC BHYTpU-
YTPOOGHOrO pPas3BUTUA, 3aKMOYaETCH B aKTMBHOM Pa3MHOXEHUN
HEPBHbIX KETOK B 9TOW 061acTy (HerpoHanbHas nponvdepaums)
C nocrefyoLlern nx paguanbHon Murpaumen n pasmeLleHemM B
Hapy>XHOW 4acTu (KpaeBOW 30He) CTeHKU My3bips (6yayLuen kope
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Ta6nuua. PacnpepeneHue 60nbHbIX Mo (hopMam CUHAPOMOB «Hapy-
LLIeHUs HelpoHanbHoW nponudgepauumn»

CuHpgpom Yueno naumeHToB

[MepBuyHas (BpoXAeHHas) MuKpoLedanms 8
Makpouedanus, B TOM yucne:

6unatepanbHas MeranoaHueanus 7

YHUnatepansHas, U remumeranoaHuedanms 3
Ty6eposHbliii CKNepo3 12
OHuedanoTpUreMnHanbHbIA aHrMoMaro3 6
Helpohurbpomaros 5
Bcero 41

rOfIOBHOMO MO3ra) [2, 3, 7]. B pe3ynsrare HapyLLEeHWs NMpPOoLEeCCOB
HerpoHarnbHoW NponudepaLum passnsatoTCcs TSXKernble CTPYKTYp-
Hble HapyLLeHWs FONOBHOr0 MO3ra: YMeHbLUEHWE ero BellecTsa
(MuKpouedbanus), ysenuyeHve nocnegHero (MeranoaHuedanus),
a TaKkKe HEMPOKOXHbIE CMHOPOMbI — «(hakomMaTo3bl» (Ty6epos-
HbI CKNEepos, 3HLedanoTpureMmHarnbHbli aHrMomMartos, Hempo-
dmbpomaTtos) [2—4, 8, 9]. MNpakTuyeckn Bce 60Ne3HN, pa3BUBLLIN-
€csl BCNeCTBYE HapyLLEHHON HEMpOHarsHoW nponudepaumm, co-
NPOBOXAAIOTCA THXKENON CTENEHbIO MHBaNUAM3aumMmM 1 coumars-
HoW JesapanTtaumen [1, 2]. Kpome Toro, obcnefosaHve geten ¢
pas3nnYHbIMN OTKITOHEHUSIMU B MCUXO-PEYEBOM U MOTOPHOM pas-
BUTWUM BbISIBUIO, YTO BPOXEHHbIE aHOManuu rofloBHOro Mo3ara, B
TOM YKYCrie U 6ONE3HN HapyLLIEHWIA HEMPOHATILHOW Nponudepaumu,
ABNAIOTCA NPUYMHON 3TUX paccTponcTs B 35-40% cny4aes [2].
B ocHoBe AncrapMoHWUYHOro pasBuTUS MPOLIECCOB HEMPOHASTLHON
nponudepaumm nexar HacneacTBeHHble (hakTopbl (XPOMOCOM-
Hble, FEHeTUYecKne, TepaToreHHble), a TakKXe BO3HVMKHOBEHMWE
crniopagunyeckux oopmMm 3aboneBaHuii, B TOM 4ucne 06yCroBeH-
HbIX HOBbIMW CMOHTaHHbIMU MyTaUUsaMN reHoB [2, 7].

Llenb HacTosLero nccnenosaHusi — BbisiBNieHMEe OCOGEHHO-
CTEN CTPYKTYPHOW OpraHmsaumu rofioBHOr0 Mo3ra npu BPOX-
OEHHbIX MUKPO- 1 Makpouedanuax U pasnuyHbix dakomaTosax
C MOMOLLbIO METOZOB nyyeBon anarHoctuku (KT, MPT).

MaumeHTbl M MeTOoAbI

Mop Hawwnm Ha6nogeHnem 6bin 41 pebeHoK ¢ cvHapoMamu
«HapyLUeHWs HeMpoHasibHOW nponudepaummn» B Bo3pacTe oT 5 cy-
ToK fo 3 net. PacnpepeneHne 60nbHbIX MO hopmam CUHOPOMOB
«HapyLLleHUs HeWpoHanbHOM nponudepaumm» MNpeacTaBnieHo
B Tabnuue.

Bce naumeHTbl 06cnefoBaHbl Ha KIMHUYEeCKoM 6a3e Kadenpbl
HeoHatonorun ®YB oY BIMO PIrMY um. H.W.MNuporosea B otge-
JIEHUN KOMMbIOTEPHON W MarHUTHO-PE30HAHCHOM Tomorpadum
Mopo30BCKON [ETCKOM FOPOACKON KITMHUNYECKON 6OMbHULIbI.

Pe3ynbTaTbl UCCNEAOBaHUA U UX chyxneHue

MepBrYHYIO BPOXAEHHYIO MUKpoLedanuio (8 geten) otnmya-
1 Marsble pa3Mepbl rofoBbl NPU POXAEHUN, NIIOTHbIE KOCTU, Ha-
JNIM4ne YepernHblX CMHOCTO30B, YMEHbLUEHHbIE YeperHble pof-
HWUYKM NN MX OTCYTCTBME, YTO COrnacoBasnochb C fJaHHbIMU nUTe-
patypsl [2, 5, 10]. Y 4 60nbHBIX UIMENN MECTO HEOHaTasbHble re-
HepanuaoBaHHbIe KINoHU4Yeckne cypoporu. M3-3a oco6eHHoCcTen
CTPOEHMS POOHUYKOB BM3yanu3aumsa Moara ¢ nomoupto HCI y
HWUX 6bina 3aTpyaHeHa. MNMpu nposefeHnn KT BbIBNEHbI: YMEHb-
LLIeHNe pa3mMepoB rofIoBHOro Mo3ra nperMMyLLIECTBEHHO 3a CYeT
NO6HbIX gonen (rmnonnasws), MNOTHbIE YTOMLLEHHbIE KOCTU Ye-
pena, HegopasBuUTUE UNN OTCYTCTBME POOHMYKOB. Bo BCex cny-
Yaax BPOXAEHHON MUKpoLedanMu naTonorn4eckmx M3MeHeHun
MO3Xe4yKa 1 CTBoMa Mo3ra He o6HapyXeHo. Y 3 naunveHToB Ha-
psgy ¢ BPOXAEHHOM MUKpoLedanunen, BoiasreHsl KT npusHaku
rMNOKCUYECKU-ULLEMUYECKUX U3MEHEHUI TONOBHOMO MO3ra, 4YTo
yKasblBaeT Ha coYeTaHHble Nnpe- 1 nepuHaTasnbHble NoBpexe-
HuA (puc. 1). B guHamuke y Bcex geTer ¢ BPOXAEHHOW MUKPO-
Ledanven 6bina BbiBEHa YMCTBEHHAsi OTCTaNoCTb pasfivMyHon
CTENeHU BbIPaXXEHHOCTW.

Puc. 1. KomnbloTepHble TOMOrpamMmMbl pebeHka 2 mec. JlnarHo3: BpoXXaeHHasi nepBuMYHas Mukpouecdanus.
®dopma Yepena U3MeHeHa, KOCTU YMOTHEHbI, POOHUYKM OTCYTCTBYIOT. JTOGHbIE [ONM YMEHbLUEHbI B pa3mepax (runonnasus). Cy6apaxHonganbHble
npocTpaHcTBa NO6HbIX JOMEN, CUMbBUEBbI LLIENW, NEPEfHUIA OTAEN MEXMONYLLAPHOW LLEenn pacLUnpeHbl.
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Puc. 2. KomnbloTepHble ToMorpaMmmMbl pe6eHka 3 net. [lnarHo3: meranoaHuecdanus, areHe3nss MO30NIMCTOro Tena.
JleBoe nonyLuapue rofioBHOro Moara ysenim4yeHo. lll xxenyno4ek pacrnonoXxeH BbICOKO MexXAy pasfBUHYTbIMU TenaMn 60KOBbIX Xernyao4Kos. Boko-
BOW Xeyfo4eK paclumMpeH Ha CTOpoHe nopaxeHus. Kopa nesoro nonyLuapus yTosiieHa.
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B cooTBeTCTBUMM C MeXAyHapOAHbIMU ANArHOCTUHECKUMMU
KPUTEPUAMUN B CTPYKTYpe BPOXAEHHOW Makpouedanuu Bbige-
NTEHO COCTOSIHME, OBYCIOBIEHHOE COOCTBEHHO YBENNYeHneM
o6bemMa rofIoBHOro Mo3ra M COOTBETCTBEHHbLIM eMy yBenuye-
HUeM pa3mepoB ronosbl — MeranoaHuedanusa [2, 10-12]. Me-
ranoaHuecdanua nposisnsanacek B ABYyX hopMax — reHepanmso-
BaHHas (6unatepanbHas) U odaroBasi (OGHOCTOPOHHAS, YHU-
natepaneHasi, remumeranosHuedanus). MeranosHuedanuio
npuxoaunock auddepeHLMpoBaTb C ApYyrMM BapuaHToMm yBe-
NUYeHnss pa3MepoB ronoBbl, HO MMELLNM B OCHOBE BPOXAEH-
HYI0 OeCTPYKUMIO BeLLecTBa rofloBHOrO mMo3ra — rmapoaHaH-
Ledanuto.

BpoxdeHHyto reHepannM3oBaHHyto MeranosHuedanumio (Bce-
ro 10 naumMeHTOB) XxapakTepmM30oBanu KpynHble pa3mMepbl Yepe-
na nocrne poxaeHus (NpesblLaroLLMe HopMaTuBbl Ha 2—4 CM),
M B 2 cny4aax — reHepann3oBaHHble HeoHaTallbHble CYy[o-
porn. B oTnuyue oT BpOXAEHHOW rugpouedanvn 6onbLume
POAHNYKM He ObINN YBENMYEeHbl, YepernHble LUBbl COMKHYTHI.
B panbHenwem y 2 geten ¢ meranoaHuedanmen n cygopora-
MW ObIN OBHAapPYXeHbl: O6LUIA TUFraHTU3M, TUNOrNInKEMUS,
Makpornoccus, nynoyHas rpoixa v 3agep>xxka ncMxomMoToOpHoO-
ro pasBuTUA, 4YTO NO3BONNIO BepudULmMpoBaTs cuHapom be-
KBuTa—BugemaHa. Y ocTanbHbIX OeTel NCUMXOMOTOPHOE pas-
BUTUE HaPYLLUEHO He 6bINIO, YTO NMO3BOSINIIO YCTAHOBUTL Auar-
HO3 [06poKa4YeCTBEHHOM ayTOCOMHO-PELLeCCMBHON HOPMBI
MeranoaHuedanuu.

Y BCcex 3 naumMeHToB C 04aroBoW yHuUnaTeparnsHon remmmera-
nosHuedanven ¢ poxaeHnsa oTMeyeHa YepernHo-nuuesas acum-
MeTpus. HeoHaTanbHble cyqoporu 6biin, Kak npasuio, o4aro-
BbIMK (MapumnanbHble) nnnm nonMmopdHbIMU. Bo Bcex cryvasx

Ob1IM BbIpaXeHb! 3afepXXKa NCUXOMOTOPHOMO pPasBUTUA U o4a-
roBble HapyLleHns PYHKUMUIA YepenHbIX HEPBOB 1 ABUraTenbHON
cpepsbl, NoKann3oBaHHbIe 00bIYHO KOHTpriatepasibHO Mo OTHO-
LLIEHUIO K NMOPaXXeHHOMY MonyLiapuio.

Mpn HCI™ cneundmyecknx NpU3HaKoB Kak reHepann3oBaHHON,
Tak 1 o4arosov MakpoLedanum BbISBIIEHO He 6bi10. B 2 cnyyasx
yHUnateparsbHasa remMmmMeranoaHuedanus 6bina npUYMHON paH-
Heln anunenTuyeckon sHuedpanonatum (cuHgpom OTaxapa), o
KOTOPOW paHee coobLLanoch Kak Hamu, Tak 1 3apy6exxHbIMK UC-
cneposatenamu [3, 13]. MNMpu nposegeHun KT n MPT ronosHoro
Mo3ra 6b15M 06HapYXXeHbl criefyoLme N3MeHeHNs: yBennveHme
OfHOro nosnyLlapusi rofloBHOrO0 Mo3ra, paclumpeHne 60KOBOro
Xernyfovka Ha CTOPOHE MopaXKeHWusi, OOHOCTOPOHHeEe YTorLe-
Hue Kopbl (puc. 2).

MeranosHuedanuio anddepeHumnposann ¢ makpoueda-
nven, 06yCnoBreHHOW rMapoaHaHuedanmen. Y aTnux 605bHbIX
C pOXAEHWss OTMEeYeHO yBennyeHve pasMepoB O60SbLIOTO
pOAHMYKA M OKPYXHOCTUM Yepena, ConpoBoOXaaloLLeecs Bblpa-
XXEHHbIM WCTOHYEHMEM ero KocTel (KIMHWYECKUIA CUMMTOM
«MepraMeHTHbIX» KocTen). Bo Bcex cny4yasax rmgpoaHaHueda-
NN UMENU MEeCTO reHepann3oBaHHble TOHNYECKMUE Cy[oporu,
HO, B OTNIM4ME OT BPOXAEHHOM rugpouedanuu, nNpu3Hakos
BHYTpPUYEpenHoOn rmnepTeH3nm 1 NporpeccupyoLlero ysenu-
YeHnsi pa3MepoB rofioBbl OTMEYEHO He 6bInlo. Kpome Taxe-
TbIX, PE3UCTEHTHBIX K JIEYEHMIO CYAOpOr Y BCEX NauneHToB C
3TUM 3a6oneBaHneM NMEeNN MecTo BblpaXKeHHbIE HEBPOOTn-
yeckue, B TOM 4ucne 6ynbb6apHble 1 rpybblie ABUraTenbHble
(TeTpanapes) paccTpoKcTBa; OTCYTCTBOBaNO MCUXUYECKOE
passuTre N usnonorndyeckmne pedrekcol; 6bIn HapyLUeHsbl
cocaHue W rrnotaHue. [narHo3 «rmpgpoaHsHuedanua» ycra-

Puc. 3. Tonorpamma (A) u komnbloTepHasi Tomorpamma (B) pe6eHka 12 gHel. [ilnarHo3: BpoXAeHHas ruapoaHaHuedanus.
®dopma Yepena M3MeHEHa, KOCTU NepefHEero oTaena cBoja Yepena UCTOHYeHb!. BellecTBo Mo3ra 60MbLUMX NoMyLlapuiA NPakTUHecky OTCYTCTBYET.
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Puc. 4. KomnbloTepHbie TOMOrpaMmmMbl pe6eHka 8 mec. [luarHo3: Ty6epo3HbIiA CKepo3s.
B cTeHkax 60KOBbIX XenyAo4koB Cy63aneHaMMarnbHO pacrnosioXeHbl crneundunyeckne neTpugukarsbl.

HaBnvBanu nocne KT unn MPT, Ha KOTOpPbIX BbIABASAAN Mpak-
TUYECKU NOSTHOE OTCYTCTBME FOIOBHOIO MO3ra C 3aMeHOM ero
nuKkBopom (puc. 3).

Y 23 nauneHToB AMarHOCTMpPOBaHbl (pakomaTo3bl, OTHOCH-
Lmecs K rpynrne HeMpo3aKToAepMarbHbIX AUCMNNa3ui, BO3HUKA-
IOLLMX Ha 3Tane HermpoHanbHOM Nponudepaunn BCneacTene Ha-
pyweHns auddepeHLMpPOBKN (TMCTOreHe3) 3MOPUOHANbHBLIX
6nacTHbIX KNeToK. [Ans aTux 3a6oneBaHuin XxapakTepHbl pasnny-
Hble KOXHble W3MEHEHWs WU BblpaXKeHHasi HeBposiormyeckas
cumnToMaTuka. inarHos otaenbHbIX opM (hakoMaTo30B ycTa-
HaBNMBanuM B COOTBETCTBUM C MEXAYHapPOAHbIMU KpUTEPUAMHU
[2,7,9, 14, 15].

KnuHnyeckne nposisneHns Ty6epo3HOro ckrneposa unm 60-
nesHun bypHesunna—TpuHrna (12 nauMeHToB) B HEOHATANbHOM
nepuoge He OTNMYaNUCb Kakou-nubo crneuudukon. ¥ 5 pge-

Ten nocrne poXAeHUs 6bliIM OTMeYeHbl HeoHaTasbHble CyA0pO-
rv (y 3 — napumanbHble, y 1 — aTununyHbele, B BUge anHos, y 1 —
reHepann3oBaHHbIE KITOHUYeCKMe). Y BCEX MaUWEHTOB CyHdo-
porn oTAnYanuUcb BbICOKOW YAaCTOTOW, CKIIOHHOCTbIO K Cepuin-
HOCTU U PEe3UCTEHTHOCTbIO MO OTHOLLEHUIO K Tepanuu 6apbu-
TypaTtamu. B ocTanbHbIX cnyyasax anunentuyeckue npucTynbl
ne6oTupoBanu B Bo3pacTe oT 3 4o 6 Mec B BUAE UHPAHTUIb-
HbIX cna3moB. Cneuunduyeckne GEHOTUMUYECKNE KOXHbIE
NpPU3HaKM Ty6epO3HOro ckKneposa O6bI4HO MPOSABMAANUCL B
Bo3pacTe 3—5 Mec B Bne He6OSbLUMX OBaASIbHbIX AENUIMEHTH-
pOBaHHbIX NATeH. [pumeYaTenbHO, YTO 3TN NATHA O6bLIYHO MO-
ABNANINCE OOHOBPEMEHHO C 3NUMENTUYECKMMU MPUCTYNamu.
VY 6 605bHbIX O6bISIM OTMEYEHbl U APYrUe KOXHble NPOsBAEeHUs
B BUOE aHrmomarosa 1 «KoenHbIX» NATEH. Y>Ke B NepBOM Mo-
Nyrogumv Xn3Hu y Bcex geten ¢ Ty6epo3HbIM CKIIepo30M UMe-

Puc. 5. KomnbloTepHble TOMOrpaMmMbl pe6eHka 1 roga 2 mec. [lnarHo3: aHuedanoTpureMmHanbHbIi aHIMOMaTo3.
B KOpKOBOM OThEesle TEMEHHO-3aTbIIO4YHON 0651aCTU NIEBOro MOJyLLApUsi FOSIOBHOMO Mo3ra — O6LUMPHbIE nNeTpudmkaTtbl. CybapaxHonaasnbHble Npo-
CTpaHCTBa pacLUMpPEHbI.
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na MecTo 3afepXKa MNcuxo-npeapeyeBoro passuTus, 6onee
OTYeTNMBO (hopMmpoBasLLIascs Ha BTOpoM roay. B 8 ns 12 ce-
Mel Yy OfHOro 13 poguTenein 6biiv oTMedYeHbl MOHOCUMIMTOM-
Hble MpW3HaKM 3TOro 3aboneBaHusl (BENUrMEeHTUPOBAaHHbIE
NSATHa Ha KOXe TYNoBMLLa, aAEeHOMbI CanbHbIX Xenes3 Ha nvue),
4YTO yKasblBano Ha AOMUHAaHTHbIA XapakTep HacrefoBaHus
cuHgpoma [2, 9]. B ocTanbHbIX cny4Yasax BO3HUKHOBEHME 3a60-
neBaHus cuyuTanu cnopaguyYeckum (BapuvaHTbl HOBbIX MyTa-
unn?). Hanéonee MHOOPMATUBHLIMU ObINTV UBMEHEHWS, BbISB-
neHHble Ha KT (puc. 4).

OHuedanoTpureMmHanbHbI aHrmomaros (6onesHb LLTypre—
Beb6epa) nposiBnanca y Bcex 6 naumeHToB cpasy nocrne poxpe-
HUS B BUE KaBEPHO3HbIX aHIMOM, JIOKaNU3YLLNXCA Ha Nuue B
MecCTax BbIXOLOB TPOWHWYHOIO HepBa, YTO COOTBETCTBOBASIO
Krnaccuyeckom KapTuHe 3Toro 3abéonesaHus [2, 15]. B 3 cnyyasx
13 6 aHrMombl pacrnonaranucb Ha TynoBuLLe; Y 4 OeTel B HEOHa-
TanbHOM nepuoge O6bliM OTMeYeHbl napuuanbHble CyLopori,
a [JdanbHenwem copMmmnpoBanucb remunapesbl, KOHTpnare-
panbHble 3SHUedanoTpureMmHanbHo aHruome. B 3 cnyyasx
Ha CTOpPOHEe aHrMoMbl Oblna BbIIBfIEHA BPOXAEHHASA rnaykoma.

b

Puc. 6. MP-Tomorpammbl pe6eHka 10 mec. [inarHo3: aHuecanoTpureMuHanbHbi aHrnomartos. A — MP-tomorpaMmma 6e3 KOHTPacTHOro ycu-

nexHus; b, B, I' — ¢ KOHTPaCTHbIM yCUNEHUEM.

VYBENMYEHO COCYAMCTOE CrrieTeHne GOKOBOO Xeslyfoyka NopaxeHHoW cTopoHsl (B, yka3aHo CTpenko); aHrMoMbl (061aCTv NOBbILLEHUs cUrHana —
yKasaHbl cTpernkamu) B cy6apaxHouanbHoM npocTpaHcTBe 6opo3y (B), B KOHBekcUTanbHOM cy6apaxHoupansHom npocTtpaHcTse (7). Paamepsl no-

paXXeHHOro nonywapua yMeHbLUEHbI.
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Puc. 7. KomnbloTepHble TOMOrpaMmmMbl pe6eHka 2,5 net. [inarHo3: Heripodubpomartos | Tuna.
OTYeTNMBO BWAHbLI: MMOMbI 3pUTENBHBIX HEPBOB (A); 06bEMHOE 06pa3oBaHMe Xxma3masnbHOW 06nacTv, pacrnpoCTPaHSIOLLEecs Ha npunexaiiye
cTpykTypbl Mo3ra (B); caaenerue Il xenynoyka, acMMMETPUYHOE pacLUMpeHNe GOKOBBIX Xenyaoykos (B).

Mpu npoeefeHnn KT y 7 60MbHLIX YXe Ha Tororpamme ornpepe-
NANUCL NeTpudUKaTbl B TEMEHHO-3aTbIIO4HbIX 06racTsax. bonee
JeTarnbHO MnopaxeHve Mo3ra OLeHMBanM Ha akcualbHbIX cpe-
3ax: UMesno MecTo OJHOCTOPOHHEE MopakeHWe KOPKOBbIX OTe-
0B TEMEHHO-3aTbIfIOYHbIX obnacTter (neTpudumkatbl B HUX).
Bo Bcex cny4asx 6bina BbisiBlieHa YyMEPEHHO BbIpaXeHHas aTpo-
ma BellecTBa mo3ra (puc. 5).

Mpun nposefeHnn MPT ¢ KOHTPacTHbIM yCUNeHNeM Tem 601b-
HbIM, Y KOTOPbIX HE ObIM BbISIBIIEHbI KanbUM®UKaTbI, Y HUX Obl-
1 O6HapYXXeHbl aHrMOMbI, BU3yann3npoBaBLUMECH Kak o6nacTu
MOBbLILLEHUA CUrHana B KOHBEKCUTalIbHOM cybapaxHounaanbHOM
NPOCTPaHCTBE N B TaKOBOM 60p03[, U YBENUYEHNE COCYAMNCTOr0o
CrneTeHns 60KOBOrO Xenyfoyka nopaxeHHom CTOPOHbI. Y BCex
60s1bHbIX OTMEYeHbl NPU3HaKK aTpodnmn NOpPaxKeHHoro nonyLua-
pus (puc. 6).

Henpogmbpomatos (605ne3Hb PeknuHrayseHa) 6bin guarHo-
CTUpOBaH y 5 naumeHToB. Mo cpaBHEHWIO C APYrUMU YNOMSIHY-
TbIMW paHee CMHAPOMaMu 3TOT AMarHo3 yctaHasnmBanu B BO3-
pacTe oT 2 fo 3 fieT, Npu4eM Tosfbko Herpodunépomartos 1-ro Tu-
na ¢ XxapakTepHbIM MOpaxXeHWeM 3puUTenbHbIX nyTen. B HeoHa-
TanbHOM Mepvofie U Ha NepBOM rofly XW3HU HU OOHOro crny4vas
3TOro 3ab0sieBaHUs BbIABMEHO He 6bINo, XOTA MMNepPnUrMeHTu-
poBaHHble «KOEeNHbIe» MATHA PMKCMpoBann y naluMeHToB rnep-
BOro rofa >XusHu. HavanbHbIMU KIMHUYECKUMW NMPOSBIEHUAMMU
Heripodpmbpomarosa 1-ro Tvna 6b1IK: NapumansHele cygoporu, a
TakxXe Mesikue oKpyrible 06pa3oBaHNs Ha KOXe Mo Xody Kpyn-
HbIX Nepudepuyecknx HepBoB, «KOENHbIE» MATHA HA TYNOBU-
e, y 3 naumeHToB — MUIrMEHTHbLIA HEBYC B 06MnacTu KpecTtua,
elle y 2 — CHMXXeHWe 3peHnst n kocornasue. Hanbonee yactbiM
npu3Hakom HerpodubpomaTosa | Tvna, BeisensemsiM Ha KT w
MPT, 6bin0 o6beMHOe 06pa3oBaHve (rnmoma) 3pUTENBHOro
HepBa, OAHO- UM OBYCTOPOHHEE, KOTOPOEe Y 2 MaumneHToB pac-
NPOCTPaHANoCL Ha o6racTb Xuasmbl U 3pUTeSibHble TPaKThI
(puic. 7). B ronoBHOM M03re o6bemMHOe 06pa3oBaHue (acTpoum-
TomMa) Hambornee 4acTo JloKanM3oBanocb B 0611acTv CpepHero
Mo3ra, 0 4eM coobLanock n B nuTepartype [2, 6].

Takum 06pas3oM, «CUHOPOMbI HapyLUeHUs HepoHasibHOM
nponudepaumm» NpeacTaBnaoT cOO0M reTeporeHHy rpynny

COCTOSIHWIA, OTNNYAIOLUXCA KIMUHUYECKUM MONMMOPU3MOM U
UMeLLnX crneunuruyeckne CTPYKTYpPHbIE U3MEHEHWUS B TONOB-
HOM MO3re, BbISIBMIIEMbIE NPU NPOBEAEHNN KOMIMIIEKCHON Ny4ye-
BOW OMArHOCTUKWU. BaxkHenwnmu o6LwmMMn KIIMHNYECKUMUN NPo-
ABMEHNSAMM 3TUX CUHOPOMOB SABNSAIOTCA: 3NUNenTUYeckme cyno-
poru, Kak npasuio, Pe3NCTEHTHbIE K aHTUKOHBYNbCAHTHON Te-
panuu, OMCMOpPMUYECKUA DEeHOTUN MauMeHTOB, HapyLUeHus
NMCUXMYECKOro W, B MEHbLUEWN CTerneHu, MOTOPHOro pasBuTus.
Bcem dhopmam thakomMaTo30B CBOMCTBEHHbI KOXHble N3MeHe-
HWSI B COYETaHWU C HEBPONOrMYeckMMu cumntomamu. MNpu Bbl-
ABMIEHNN NOJOOHLIX KITMHUYECKUX OCOOEHHOCTEN B paHHEM [eT-
CKOM BO3pacTe W, OCOOEHHO, PE3NCTEHTHbIX 3MUMenTUYeCKnX
cygopor, Heo6X0AMMO 3TarHoe KOMMJIEKCHoe fy4eBoe obcne-
posaHue (HCI npu poxxaeHun 1 B NepBble MecsLbl XU3HK, a 3a-
Tem — KT u MPT). KaxabIn n3 METOAOB Ny4€BOW ONArHOCTUKN
He MCKJoYaeT apyroro, a B 60MbLUNMHCTBE Cly4YaesB JOMNONHAET
Ka4eCTBEHHO HOBOW MWHopMaumen O CTPYKTYpe rOfIOBHOMO
Mo3ra. KomnnekcHoe obcnefosaHne no3BossieT BbISBUTL pas-
JINYHbIE CTPYKTYPHbIE U3MEHEHUS FOfIOBHOrO0 MO3ra, CBS3aH-
Hble C HapyLLUeHneM 3Tana HepoHasbHOW nponudepaumm, npo-
NCXoAALLMM B NepUopA co 2 rno 4 Mec BHYTPUYTPOOHOro passu-
Tns nnoga. CBoeBpeMeHHas 1 To4Has CMHAPOMarnbHas guarHo-
CTUKa 3TUX HapyLUEHUN HEMPOOHTOreHe3a Heobxoanma, npex-
[e Bcero, Ans NpoBefeHns paHHero Meanko-reHeTM4eckoro o6-
CrnefoBaHus B CEMbSX, YXXE MMEILLNX 6051bHOro pebeHka ¢ no-
OO6GHBIMWU CUHOPOMAaMW, TaK Kak B 60/1bLUMHCTBE criy4aeB 3a60-
NieBaHuA 3TN ABNSAIOTCA 8y TOCOMHO-AOMUHAHTHBLIMW, U PUCK PO-
XOeHUA 60MbHbIX AeTer B nocnegyolemM 4pes3Bbl4aiiHO BbICO-
Kui. Mpun BbIIBNIEHUN TepaToreHHbIX hakTopoB, BO3AENCTBYIO-
LUMX Ha N10f Ha 2—4-M MecsiLe BHYTPUYTPOOHOM XU3HK, MPUBO-
JOALWLMX K BO3HUKHOBEHWUIO NOPOoKoB pa3sutusa LIHC, nx Heo6xo-
AVIMO MO BO3MOXHOCTW UCKITIOHYUTL B Crydae nocnegyrowmx 6e-
pemeHHoCcTen. K coxaneHuto, NpoBecTy NPoUNaKTUKy HOBbIX
CMOHTaHHbIX FE€HHbIX MyTaLuWI, BbI3bIBAIOLLNX «CUHOPOMbI HAPY-
LUEHUN HerpoHanbHOW nponudepalmm» Ha COBPEMEHHOM
YPOBHE pasBUTUSA MeOULMHBI NPaKTUYEeCKN He npeacTaBnaeTca
BO3MOXHbIM. OTO CTaBWT Nepef reHeTnkamm npobieMy novcka
HOBbIX MyTareHHbIX (PakTopOoB.
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WNHdopmauums o coaBTopax:

Meneenes Muxaunn ViBaHoBMY, AOKTOP MEAMLMHCKMX HayK, npodeccop Kadenpsl
HeoHaTonornn Poccuinckoro rocyaapcTBeHHOro MEAULIMHCKOrO YHMBepcuTeTa
Appec: 117997, Mocksa, yn. OctpoBuTsHOBa, 1

TenedpoH: (495) 612-7881

lopbyHoe AnekcaHap Banepbesnd, AOKTOP MeAMLIMHCKMX HayK, npodyeccop
kadeppbl HeoHaTonornmM Poccuniickoro rocyaapCTBEHHOrO MEANLIMHCKOTrO
YHUBEPCUTETA, 3aBelyoLLmniA OTAEeNIEHUEM KOMMbIOTEPHOWM

1N MarHUTHO-Pe30HaHCHOM ToMorpadmn MopOo30BCKOWM OETCKOW ropoacKomn
KINUHNYECKOM 6ONbHULLbI

Appec: 119049, Mocksa, 4-1 [Jo6pbIHUHCKMIA nep., 1

TenedoH: (495) 236-2531

MEXAVHAPOAHAA MEAMLHHCKAA NEYATD

AhheKTUBHOCTbL NPOGUOTUKOB B JIeHEHUN aTONMUYECKOro AepMaTuTa y aeTeun:

pes3ynbTaTbl MeTa-aHanu3a

Ha cerogHsALWHWI feHb Ony6MKOBAHO HECKOSIbKO CTaTel, NOATBEPXAaroLmX ahdeKTUBHOCTb MPOBUOTUKOB B NIEHEHUM aToMu-
Yyeckoro gepmatuta. OgHako He BO BCEX UCCIe[oBaHUAX ObInv MOMyyYeHbl OAMHAKOBbIE Pe3ynbTaThl.

Llensto npoBefeHHOro MeTa-aHann3a 6binia oueHka 3MEKTUBHOCTM NPOOBMOTUKOB B NlEHEHNM aTONMYECKOro AepmaTtunTa, a Tak-
Xe onpegeneHve BMSHNA BMAA MPYMEHAEMOro NpobroTrKa, ANMMTENbHOCTN Tepanuu, Bo3pacTta naumneHTa, TaXecTn 3aboneBanHus
n IgE-onocpenoBaHHOM CEHCUOUNU3aLMN Ha 3PAEKTUBHOCTL JIEHEHUS.

B paHHbI MeTa-aHanu3 BKYanncb paHAOMU3NPOBAaHHbBIE KOHTPONMPYEMbIe NCCNedoBaHus, B KOTOPbIX U3yvanacb apdekTvB-
HOCTb MCMOMb30BaHUS NPOBUMOTMKOB B JIEHEHWUN aTOMMYEeCcKoro gepMarumTa, Npy 3TOM BbIMNOMHANICS MHOrOCTOPOHHMIA NOMCK B 6a3ax
JaHHbIX o sHBapsa 2008 r. BKAO4YMTENbHO. Tpy aKcnepTa He3aBUCMMO Apyr OT Apyra npoBOAMAN OLEHKY METOLOMOrMHYECKNX Ka-
YeCTB mccnenoBaHuii. Bce gaHHble 6blv NpoaHanM3vpoBaHbl C Lenblo CYMMapHOWN OLEeHKM 3DeKTUBHOCTN NCMONb30BaHNSA Npo-
O6UOTUKOB MPK Ie4YEeHMN aToNMYECKOro gepMaTnTa, a Takxe 6biia onpefeneHa TepanesTMyeckas nonb3a npenapaTos Afa oTaesb-
HbIX MOArPYNN NaLMeHTOB.

Bo Bpems novcka 6bino ngeHTudmumposaHo 11 nccnegosaHuii, 0QHAKO COOTBETCTBYOLLMX KPUTEPUSAM BKITOYEHMS B MeTa-aHa-
13 okasanucb Tonbko 10 nccnepgosaHnii (obLuee KONMMYECTBO NauMeHToB — 678). bbina BbisBNeHa CTaTUCTUHECKN 3HAYUMble pas-
NNYMS CHUXEHMA 6anbHol oueHkm no wkane SCORAD (Scoring of Atopic Dermatitis Severity Index) npu ncnonb3osanvnm npo6MoTK-
KOB MO CpaBHEHMIO C nnauebo (cpeaHee N3MEHEHME MO CPABHEHMIO C UCXOAHbIM cocTosHMeM -3,01; 95% [OW, -5,36 -0,66; p = 0,01).
Y peTeli co cpefHe-TsxXeNbiM 3abonieBaHeM 6bi MonyyYeH Hanbonee 6naronpusaTHbIN OTBET Ha feveHne. JnnMTensHOCTb HasHade-
HMSA MPOBUOTUKA, BO3PACT M BUA UCNONb3YEMOro NPOBMOTHKA HE BAMSMN HA UCXOA, NeYEHus.

Takum 06pa3om, pe3ynbTaTtbl JAHHOrO MeTa-aHanuaa NpoAeMOHCTPMPOBaN, YTO MPOBUOTUKN OKa3bIBAT YMEPEHHO BbIPaXeH-
HbI 3hEKT NPU NTEYEHUN aTONMYECKOro AepMartunTa y AeTen, npuyem HambonbLUuas nonb3a 0T Ha3Ha4YeHWs NPOBNOTHKOB Oblna Bbl-
fIBNeHa y naumeHToB CO cpefHe-TsXernon gopmMon 3abonesaHus.

Michail S.K., Stolfi A., Johnson T., Onady G.M.
Efficacy of probiotics in the treatment of pediatric atopic dermatitis: a meta-analysis of randomized controlled trials.
Ann Allergy Asthma Immunol. 2008; 101(5): 508—16 http.//www.antibiotic.ru/
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