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AHHoTauuA. Llernb: Ha kKNMHU4YeckoM nNpumMepe anobapHon dopMbl rononpo3aHuedanun nNnoga U HOBOPOXAEHHO-
ro paccmMoTpeTb hakTopbl pUcka pas3BUTUSI BPOXXAEHHON aHOManmMm 1 BO3MOXXHOCTU TaKTUYECKOro peLleHust. [JaHHbIN
KMMHWYECKNI CriyYal akLeHTUPYET BHUMaHWNE Ha CIOXHOCTWN PpaHHEN ANarHoCTMKM yKa3aHHOW BPOXAEHHOW NaTonorum,
NpoguUNakTKM 1 Bbibopa NpaBuUiibHOrO peLleHns npobnemel. MNMpoBeaeHa anddepeHumanbHas agnarHoctuka anobap-
HOM hopMbI C ceMunobapHon 1 ApyrMMy Bugamu rononpo3aaHuedanun. KnuHnyeckun criydanm BpoxgeHHon anobap-
HOW roronpo3sHuedanMm AnarHocTMpoBaH NpeHaTtanbHO, Npu cpoke rectaummn 17 Hep. JleueHne JaHHOro cvHapoma
CYMMTOMaTMYeCcKoe, BO3MOXHA XUpypruyeckas Koppekumnss HeKoTopbix AedekToB. ObixaTtensHas 1 cepaeqHo-cocyam-
CTas HeJoCTaTOYHOCTb NpeaonpeaensoT neTanbHbI Ucxoq 3abonesaHus. Meguko-reHeTu4eckoe KOHCYNsTUpoBaHme
NMOMOraeT YTOYHUTb PUCK NOSIBNEHNS B AarnbHelweM 60nbHOro NoToMcTBa.

KntoueBble cno.a: npeHatanbHaa AnarHocTuka, reHeTu4yeckasa natonorna nnoga, aHomanun passuTug, I'OﬂOI'IpO33HLI,edJaﬂVIﬂ, HeoHatonorna
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Abstract. Objective: on the clinical example of the alobar form of fetal and newborn holoprosencephaly, to consider
the risk factors for the development of a congenital anomaly and the possibilities of a tactical solution. This clinical
case focuses our attention on the complexity of early diagnosis of this congenital pathology, prevention and choosing
the right solution to the problem. Differential diagnosis of the alobar form with seven-lobar and other types of holopros-
encephaly was carried out. A clinical case of congenital alobar holoprosencephaly was diagnosed prenatally, with a
gestation period of 17 weeks. Treatment of this syndrome is symptomatic, surgical correction of some defects is pos-
sible. Respiratory and cardiovascular insufficiency predetermine the fatal outcome of the disease. Medical and genetic

counseling helps to clarify the risk of the appearance of sick offspring in the future.
Keywords: prenatal diagnosis, fetal genetic pathology, developmental abnormalities, holoprosencephaly, neonatology

BBepeHue. [ononpossHuedanua — OTHOCUTENBHO
penkoe TSXKenoe HapylleHue BHYyTpuyTpoGHoOro dop-
MUPOBaHNS 1 Pa3BUTUS FONTOBHOIO MO3ra, MPU KOTOPOM
OTCYTCTBYET UM UMEETCs Heaopa3BUTUE MEPETrOPOaKM
B MepedHeEM MO3rOBOM My3blpe, UKCUMPYETCSt MOSHOEe
UMM 4acTUYHOE OTCYTCTBME pasferneHus Ha nonylia-
pus (OOKOBblE KEenyaoyku NpeacTaBneHbl eauMHON Mo-
NOCTbI0) B COYMETAHUM C APYrMMM MOpOKaMn pas3BuTUS
ronosbl U nuua.

[MepBoe nomHoe onucaHwe 3TOW nartonornv npeg-
craeneHo B 1963 r. B. [le Maeripom [1]. OH Bblgenun Tpu
ee pasHOBMAHOCTU: anobapHyto, ceMunobapHyto n fno-
bapHyto. B 1993 r. nocne QOMONMHUTENBHOIO U3Y4YeHUst
crneunanucTbl BbIAENUNN YETBEPTbIA MOATUM Tofonpo-
39HUedanum — cpefHee MexrnonyllapHoe CrusiHue,
npencTaBnsaoLLEero cobor cambii MATKMIA BapuaHT 3TOro
3aboneBaHusi. BcTpevyaemocTb Bcex hopm matornorum
no pasnunyHbIM AaHHbIM cocTaengaeT 1 cnydan Ha 8000—
16000 poaoB, Npy caMonpor3BOibHOM NpepbiBaHumK be-
pemMeHHoCcTM — [0 4 natonoruyeckux cnydaes Ha 1000.
B nepeyHe gedekToB pa3BUTUSA LEHTPANbHON HEPBHOMN
cuctembl (LUHC) rononposaHuedanusa gmnarHoctupyet-
ca B 2-3% cnyyaes, a npu BCKpbITUM — 00 5%. Oco-
OEHHO 4YacTo Takme MOPOKM BbISIBMSOTCA Yy BbIXOALEB
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13 MNakucraHa, Masanes n KOro-BoctouyHon Asuun. Y ae-
BOYEK roronposaHuedanvs guarHoctupyetcs B 2 pasa
Yaile, YeM y mane4nkoB. bonee vyeM y nonoBuHbl 601b-
HbIX 3Ta aHOManusi HOCUT M3O0MMPOBAaHHbBIN XapakTep,
a npuMepHo B 22 % crny4aeB NpoTeKkaeT B COBOKYMHOCTHU
C 60oMbLWMM KONMUYECTBOM ApYrnx AedeKTOB pas3BUTUSA.
Bonee yem B 17 % cuTyaumii AnarHocTMpyeTca CUHAPO-
MarbHbIN BapuaHT 6onesnn [2, 3].

lononposaHuedanns — BPOXAEHHOE HapyllueHue
pa3BUTUSI, KOTOPOE NOSIBMSIETCS B pe3yrnbraTte c6os B Me-
XaHu3mMe BHYTpuyTpobHOro passutus nnoga. [aHHas
aHoManusi rorioBHOro mo3ra obycrnosneHa AedekToM
pasgeneHvs NePBUYHONO MO3rOBOro ny3bips Ha 5—10-1
Hep. BHYTpUyTpobOHOro passutus. HapylieHuns cdopmu-
pylOTCS, Kak MpaBuiio, Mo ayTOCOMHO-PELIECCUBHOMY,
ayTOCOMHO-AOMWUHAHTHOMY U1 X-CLENMEHHOMY BapuaHTy
HacnegoBaHus. B HacTosiLee BpeMsi onpeaeneHbl reHbl,
NOABEPXKEHHbIE MyTauMn C MOCreayrLlyM pa3BuTUEM
rononpo3aHuedanun [4, 5].

dakTopbl pasBUTUSA  rofnonpo3sHuedanim  ycroB-
HO MOXHO pasgenuTb Ha HACNeACTBEHHbIE N BHELLHWE.
HacnencTtBeHHble npeacTaBrneHbl XPOMOCOMHBIMU @HO-
ManusaMu (M3MeHeHue KapuoTuna), BeQyLuMn K aHey-
nnoungmu: Tpucomus 13 (cuHgpom latay), Tpucomust 18
(cvHpopom 3pBapaca), Tpucomusa 21 (cuHgpom [ayHa),
cvHOpOM Tpunnonamu. Hepeako BcTpevatolmecss MyTa-
Ly, CBSI3aHHbIE C rofionpo3aHuedanven: cuHgpom 13 q,
CMHOPOM [eHys, XBOCTOBOW AMCreHes, cuHApoM Awkap-
an, ncesgoTtpmcomms 13, cuHgpom Mekkensa — Mpybepa.
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CneumanucTbl obpalualT BHMMaHNE Ha HeraTuBHoe
BMUSIHNE 3HOOKPUHHBLIX NMATOMOMMA y MaTepu, KypeHus,
ynoTpebneHns CrMpTHbIX HamnWTKOB U MeaMKaMEHTOB
u3 psiga canuuunaTos.

K Ba)HbIM 3TMOSOMMYECKMM MPUYMHAM TaKKe OTHO-
CATCS1 caxapHbl anabet y matepu, npuem 6epemeHHom
PETUHOEBOW KUCMNOTbI, CTATMHOB, MW30MpocTona, me-
ToTpekcaTta, audeHunruaaHtonHa. OkasblBaeT cyle-
CTBEHHOE BMUSIHNE N NOHM3UPYIOLLEE U3NYYEHUE, OCO-
6eHHo B | TpumecTpe 6epemeHHoCTH [6, 7].

OCHOBHbIMW CUMNTOMaMW AAHHOFO COCTOSIHUS SIBSI-
I0TCA aHoMarnbHoe (POPMMPOBaHUE NuLa C pasBUTUEM
uuknonuu, xoboTkoobpasHoro Hoca unm ero OTCyTCTBUE
(npobocuuc), 3asubenn rybbl M paclienuHbl TBEPAOrO
Heba. Yacto HabniopalTcs reHepanv3oBaHHble Cyao-
poru. V13 gpyrnx HapyLleHUn BCTpeYatTcs YMCTBEHHas
OTCTasnoCTb; UBMEHEHHbIE PU3NONOrMYeckne pedrekcsl
1 NOSIBNIEHME NATONOMMYECKNX; U3BpaLLeHHoe hbopmMmupo-
BaHVe POroBuLbl M CETYATKM rnasa.

B GonblumMHCTBE CriyyaeB rononposaHuedanus nno-
na obHapyxuBaeTca ewe BO Bpems GepemMeHHOCTU
nmbo cpasy nocne poxaeHusa pebeHka. Kpome BHELIHUX
NPOSABNEHNI, y 6OMbHbIX 4AcTO BbISBINATCS HapyLLEHUs!
3HOOKPUHHBIX PYHKLIMIA, NOYeYHas AMCnnasusi, NoBpPex-
OEeHVsa OblxaTenbHoW cucTembl. Hepeako avarHocTmpy-
0T N30IMPOBaAHHbIE N MHOXXECTBEHHbIE MOPOKM cCepaLa,
NnoyekK, a Takke ayToMMMYHHble 3abonesaHus [7, 8].

AnobapHasa rononposaHuedanis — cambli TaXe-
NbIA N CNOXHbBIA TUN OAHHOW MaToNornm, Npu KOTOPOM
HabnopatoTcs rpybble fedekTbl pa3BuTus, 3aTparnea-
foLLMe rofoBHOM MO3r, obnactb nuua, a Takke Apyrue
opraHbl. Cpean Bcex criyqaeB 3aboneBaHUsl Takon BUA
BcTpeyvaetcs B 20% u otnnyaetcs KpanHe Hebnaronpu-
SAITHBIM MPOrHO30M, CTEMEHb KOTOPOro 3aBWCUT OT Ts-
KECTN BbISIBMEHHbIX MOPOKOB. Y GOMbLIOro Kormyectsa
KEHLUMH C AMarHo3oM «rorionpo3aHuedanus nnoga»
GepeMeHHOCTb  3aBepLlaeTcsl  CaMOMpPOW3BOSIbHbIM
npepsiBaHnem. B 70% crnyyaes npovcxoguTt camonpo-
N3BOMbHbI abopT UNN MEpPTBOPOXAEHWE, BbIXMBLUME
MMadeHubl KpanHe peako aoxunsatoT oo 6 mec. [9, 10].

[ononposaHuedanmio  MOXHO  AMarHOCTMpOBaTb
y nnoga HauvHasi ¢ 13—14-i Hed. rectaumm ¢ MOMOLLbIO
ynsTpassykoBoro uccriegosanus (Y3W). OgHako B 6onb-
LUMHCTBE CrlyyaeB AMarHo3 CTtaBaT nosgHee — Ha 20—
24-n Hep. MNMpeHaTtanbHasa guarHOCTMKa roronpo3aHueda-
MM OCHOBaHa Ha OBHAPYXEHUN COYETAHHbLIX aHOManui
nMUEBOro Yepena v ronosHoro mo3ara. OnpegeneHne aHo-
Manuin nuua 3actaensieT 3anogo3puTb U HavaTb bonee
noapoOHbIN NOUCK MHTPaKpaHUanbHbIX UIBMEHEHWUIA, TAKUX
KaK eOWHCTBEHHBIN Xenyaovek Mo3ra, cpalleHve Tana-
MYCOB, OTCYTCTBME MEXMOSyLUapHOW LLenu, MykpoLeda-
nmsa v ap. Mo gaHHeiM Y3W crnoxHo anddepeHumpoBaTb
anobapHyto 1 cemunobapHylo rononposaHuedanuu,
Onsi 3TOro MHorga TpebyeTca NpoBefeHe MarHUTHO-pe-
30HaHCcHoW Tomorpadun — MPT [11, 12].

LLInpokoe ucnonb3oBaHWe TpaHCBarvHarbHOW 3XO-
rpadun cnocobCcTBOBaNO HaKOMMEHUO OMbiTa yrbTpa-
3BYKOBOW MoApPOOHON BM3yanusauun CTPYKTYp Mo3ra
nroga Ha paHHWX 3Tanax pasBUTUS, YTO Aano BO3MOX-
HOCTb AMAarHOCTMKK rornonpo3aHLedanmm yxe B KoHue |
TpumecTpa 6epemeHHocTH [13, 14].

OundbdepeHumnanbHaa anarHocTMka aHoManum pas-
BUTUSA ronoBHOro mo3ara ¢ nomotubto Y3 n MPT ocHoBa-
Ha Ha crnegylwmux npusHakax: npu anobapHon dopme
MO3r MarnblX pasMepoB U COAEPKUT OAHY eduHyo Mo-
NOCTb BMECTO TPETLETO 1 OOKOBLIX >XENyA04KOB, Tana-
MYCbl COEAMHEHbI BMECTE, HET 0BOHATENbHBLIX NYKOBUL,
N OBOHATENbHBIX TPAKTOB, @ B COMETAHMM C Manbdop-
Mauuen nuua gaensietca Hanmbonee HeGNaronpuUsTHbIM
BapMaHTOM pa3BuTUs opraHnama [15].

MEONATPUA

Mpu onMcaHUM KIMHUYECKOro criyvast Nory4yeHo WH-
dopMUpoBaHHOe cornacve MaTtepu Ha nybnukauuio
OaHHbIX 13 nctopumn passutnsa Ne 876.

Llenb — Ha knuHM4eckoM nNpumepe anobapHon dop-
Mbl rononpo3aHuedanun nnoga M HOBOPOXAEHHOTO
paccMOTpeTb (PAKTOPbl pUCKa Pas3BUTUS BPOXKAEHHOMN
aHoManuu 1 BO3MOXXHOCTU OKa3aHWs Ka4eCTBEHHOW Me-
OVLIMHCKOWN MOMOLLN.

OnucaHune KnuHuU4Yeckoro crniyyas. HoBopoxaeH-
Hasa geBoyka Y. or 3-1 6epeMeHHOCTU, NpoTeKkaBLUen
Ha poHe recTosa (OTeKoB, apTepuarnbHOW rMNnepTeH3nm),
caxapHoro anaberta Il Tuna, oxupeHust | cteneHn, MHo-
roBoausi U NepeHeceHHON KOPOHaBMPYCHON WHGEKUMM
npu cpoke rectauumn 5-6 Hepn. 6epemeHHOCTM (ambyna-
TOPHOE NeYveHune).

B 17 Hen. n 6 gHen no aaHHbIM Y3 BbISBNEHbI BPOX-
OEHHbIEe MOPOKN pasBuTusA nroga (rononpossHuedanus,
cpeavHHast pacllenuHa nuua). NpoBeaeH npeHatanbHbI
KOHCUIMYM C 3aKkilto4eHVeM O HebraronpusTHOM Mnpo-
rHo3e Ans 300poBbA U XM3HW Byayliero pebeHka c pe-
KOMeHOauven npepbiBaHns 6epemeHHocTn. OgHako ce-
MbEW NPUHATO pPeLLEHNE O NPOoSIoHraLMn 6epeMeHHOCTH.
Mpwu cnepytowem Y3 B 22 Hed. rectaumm 6bin yTOYHEH
avarHo3: «lononposaHuedanusa, anobapHaa dopma.
AHOManus pasBuUTUS NULEBBLIX CTPYKTYpP — CpeauHHas
pacLlenvHa BepxHen rybel n Heba, npobocumc, TecHoe
pacnonoxeHue rmasHuy, n ak3odransm» (puc. 1).

Mpn cpoke rectaumm 39 Hed. n 2 OHS MpowusoLlen
NpeXaeBpeEMEHHbIV pa3pbiB OKOMOMNMOAHbLIX 000MoYeK,
6e3BoaHbIN nepuog coctasun 2 4 50 muH. Camonpo-
N3BOMbHbIE POAbl (TPETbU) B FOMIOBHOM NpeasiexaHunm
3aKoHUMNUCb poxaeHuem pebeHka. [NepBbii nepuop,
pogos coctaBun — 04 4 30 muH., Il nepnog — 20 mMuH.
OkononnogHble BoAbl ObINN 3eneHble.

Macca Tena pebeHka npu poXOeHUM cocTaBuna
3940 r, poct — 54cM, OKPY>XHOCTb rornoBbl — 36CM,
OKPYXHOCTb rpyan — 35cM. HoBOpOXXOEHHOrO OLeHunnm
no wkane Anrap Ha 7, 8 6annos. OueHka no bannapay
coctaBuna 40 6annog, cornacHo wkane Fenton — pas-
BUTUE CPELHEE FapPMOHMUYHOE.

C poxpoeHust coctogHue Tsbkenoe, obycrnoBneHo
OCTPOW [ObIXaTenbHOW HELOCTAaTOMHOCTbK, HEBPOIOMU-
YeCcKMMM pacCTporCTBaMM Ha (pOHE MHOXECTBEHHbIX
aHomanuin passuTtus. M3 poamnbHoro 3ana pebeHok
nepeBefeH B OTAENEHNE peaHMaL HOBOPOXKAEHHbIX.

Mpu BHewHeM ocmoTpe nuua obpalatroT Ha cebs
BHMMaHWE Hanuyve runoTenopuama, CpeavMHHON pac-
LLeNHbI BepxXHeln rybbl U anbBeOMNsIPHbIX OTPOCTKOB,
HOC He cdopMMpoBaH (rMnonnasus Ho3apewn, XpsLien
KpbINTbEB HOCa C 06enx CTOpPOH, BMU3yanuaupyetcs eam-
HbIA HOCOBOW XOA). YLUHble PakOBUHbI HWU3KO pacnosno-
KEeHbl, cnpaBa — aypukynsipHas nanunnoma. Yepen
HenpaBubHON OpPMbl, GOMbLLOA POAHUYOK 2%2CM,

)

Puc. 1. HoBopoXXaeHHbIN ¢ rononpo3aHuedanven n cpeanH-
HOW aHOManuewn NUUEBbLIX CTPYKTYP (pacluenuHoi rybsl, Heba
1 OTCYTCTBMEM XpSiLLiell Hoca C eAnHON Ho3apen — npobocuuc,
TECHO pacnofioXeHHble rMasHuLbl, 3k30dTanbm)
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He BblOyxaeT, He HanpsKeH, Marnbli POOHUYOK OTKPbLIT
0o 0,5cm. Wes kopoTkas, yTonweHne 3agHen cknagku.
duanonornyeckne pednekcbl YrHeTeHbl U oparmMeHTu-
poBaHbl. [Masa OTKPbIBAET, MMEETCS CXOASALLEECs KOCO-
rnasue, aksodranbm. 3padku cpegHero pasmepa, poTo-
peakumst HECKOmNbKO ocrabnena, S=D.

Ha ocmoTp pebeHok pearvpoBan pasuratesibHbIM
OXMBMEHUEM, OTPbIBUCTBIM KPUKOM CpedHen curnbl. To-
HYC MBbILLL, CHWXKEH BO Bcex rpynnax. KoXHbI NMOKpoB
6nenHo-po30BLIN, B AMHAMUKE NOsiBUNach CyoukTepuy-
HOCTb, 3pUTEMATO3HbIE NPOSABNEHNS Ha nuue, npu bec-
NMOKONCTBE — LiMaHO3 HOCOryBGHOro TpeyronbHuka. B 1-e
CYT. XXW3HU OTMEYEHbI KITOHUKO-TOHUYECKUE CYLOPOrN:
NnofepruBaHne BeK, oparibHble aBTOMaTu3Mbl, BCKUAObI-
BaHME BEPXHUX M HXKHUX KOHeYHocTen. [posoannack
NMPOTMBOCYA0POXHAs Tepanus npenapatom KoHBynekc®,
Ha 3TOM POHE UX UHTEHCUBHOCTb CHM3UNACh, NPUCTYMbI
oTMeYanuch pexe, Tepanus NpogorKkeHa.

[bixaHne cnoHTaHHOe C AOMNOMHUTENbHOW OKcure-
Hauuen, ayckynstaTMBHO — MpPOBOAMIOCH Haj BCeMU
NonsMu Nerknux CMMMeTpUYHO. MemogrHamumka ctabunb-
Hasi, TOHbl cepaua MpUrMyLeHHble, PUTM MpaBUIbHbINA.
BeicnywmBaetca rpybbiii CUCTONUYECKUMIA LWIYM BO 2-M
mMexpebepbe crieBa. QHTeparnbHOe 30HO0BOE MUTaHue
NPOBOAMIOCH afanTUPOBaHHON CMeChio, pebeHokK ycBa-
uBarn npegnaraemMeiil 06bLeM C y4eTOM Bo3pacTa.

Ha 6-e CyT. )Xu3HM COCTOsIHME C OTpuLaTeNbHON Aun-
HaMWKOWN, A0 TSXKENOro 3a CYET BblpaXKEHHbIX AblXaTerb-
HbIX HapyLUEHUR, NaTonNorM4eckon HEBPONOrMyYecKon
CMMMTOMATUKN (y4acTUnuUCb Cyqoporu, 0TMevanucb Ha-
pyLIEHNS puTMma gbiXxaHus).

[MpoBoAMnM OONONMHUTENBHYK OKCUreHauuo 4Yepes
NMLEBYI0O MAcKy CO CKOpOCTbto 31/MuH. dukcuposanm
YMEPEHHYIO OAbILLKY CMELLaHHOro XapakTepa B MOKoe,
C y4acTMem BCroMoraTenbHOW MycKynaTtypbl npu Gec-
nokonctee. [lepuopanbHbI  LMaHO3, MNEePUOANYECKU
npu 6ecnokoncTBe NOSABNANCSA akpounaHo3. AyckynbsTa-
TMBHO: AbIXaHWe C AByX CTOPOH B CUMMETPUYHbIE y4acT-
K/ Nerkux rnpoBOOUTCHA PaBHOMEPHO, XXECTKOE, XpUMbl
NPOBOAHbIE B HEOOMNbBLUOM KONM4YecTBe ¢ 06enx CTOPOH.

lemognHamuka ctabunbHas, TOHbl cepaua npuvrny-
LWIEeHHble, PpUTM NpaBuUnbHbIA. BbicnywmnBaeTtca rpybbin
CUCTONMUYECKMIA LIYM Hafj BCen obnacTbio cepaua, Mak-
cMmarnbHO BO 2-M Mexpebepbe cnesa. lNynbc Ha nyde-
BbIX apTePUsIX CUHXPOHHbIA PUTMUYHBIN, YAOBMNETBOPU-
TENbHOro HaMoNHEHWs1 1 HanpsxeHusi. CumnTom 6enoro
NsiTHa OTpUUATENbHBbIN.
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B cBsi3n ¢ HapacTaHveM MNpu3HaKOB OCTPOMN Ablxa-
TENbHOW HEeaoCTaTodHOCTM pebeHka nepeBenu B OT-
OEneHne peaHMMauun HOBOPOXAEHHbIX. CocTosHune
B OTAENEeHUN TAXKernoe 3a CYET AblXaTeNbHbIX HapyLue-
HWIA, NATONOrMYECKO HEBPOSIOrMYECKO CUMMNTOMAaTUKM
Ha pOHEe BPOXAEHHbLIX MOPOKOB pa3BUTUS (Heperynsp-
HOe [OpixaHue, cygoporu). NpogormkeHa NpoTMBOCYAO-
poxxHasa Tepanusi. Ha atom choHe coxpaHanucb peakme
anu3oa4bl NPUCTYNOB (NOAEpPrvBaHve KUCTEW, pepkune
CTEPEOTUNHbIE NOKaYMBaHUS rONoBbI).

[bixaHne CnoHTaHHOE C OOMOMHUTENbHOM OKCUreHa-
uuen yepes macky 4o 41/MUH, YpOBEHb TPAHCKyTaHHOM
catypauun coctasnan 92—-94%. AyckynbTaTMBHO Abixa-
HMe paBHOMEPHO MPOBOAMITOCH BO BCE OTAENbI, KECTKOE,
BbICNyLUMBaNu1cb NpoBoaHbIe Xpunbl. PebeHok Hyxaancs
B CaHauMu HOCOBOro xofda. Ha 14-e CyT. XU3Hu B CBS3U
C HapacTaHMEM CUMMMTOMOB OCTPOW ObIXaTeNlbHOW Heno-
CTaTOYHOCTU NepeBeaEeH HA UCKYCCTBEHHYIO BEHTUMNALMIO
nerkux B pexume SIMV ¢ napametpamun Fi02-0,3; f —
40 B MuH., Pip — 16cm Boga. cT.; Peep — 6¢m. BOA. CT.
Mo rasoBoMy COCTaBy KPOBM M KMCIIOTHO OCHOBHOMY CO-
CTOSIHWIO perncTpupoBaHa cybkoMneHcauums.

CepaeyHble TOHbI PUTMWUYHBIE, BbICMYLLNBAETCS CU-
CTONUYECKUA LLIYM Hag Bcew obnacTelo cepaua, B AMHa-
MUKE MHTEHCMBHOCTb LLYMa He HapacTaerT.

Ha 9-e cyT. Xu3HM pasBunacb KrvHUKa Xenygoud-
HOro KpoBoTeuyeHus (Ha doHe TpombBoumToneHun ¢ 80
8o 40°/n). C kopMneHns pebeHoK CHSAT, Ha4aTo npoBe-
OeHne aHTuremopparmnyeckon tepanuu. lNocne ocraHoB-
KM KPOBOTEYEHUSI KopMIleHne BO30OHOBNEHO ¢ o6bemMa
10 Mn aganTMpoBaHHOW MOSTOYHOW CMeCHU.

B HeBponoruyeckom ctatyce npeobnagano yrHete-
HUe pedneKTOpPHON AEeATENbHOCTU, C NEPUOSUYECKU-
MU 3NM30daMyn rMNepecTesnn, HEemnoCTOAHHbIMU PUT-
MWUYHLIMU MOAEPTMBAHUSMU KOHEYHOCTEN, BEK, S3blKa,
nogbopoaka. MbIeYHbIA TOHYC CHWKEH, Mo3a BsiNON
3KCTEH3UN. Duanonormdeckme pedrnekcbl YrHETEHbI.
Mpogomkanock 30HOOBOE KOPMIEHNE aaanTUpOBaHHOWN
CMechio, B Macce Tena npubasnsan.

MpoBeneHo obcnepnosaHue. OcHoBHbIEe nabopaTtop-
Hble NnokasaTenu B Npegenax Bo3pacTHOW HOPMbI, 3@ UC-
KIMFOYEHNEM CHWXKEHUST YPOBHS TPOMOOLMTOB B 0OLLEM
aHanu3se kposu o 80°/n.

Mpu peHTreHorpadum Yepena B AByX NPOEKLMSX Bbl-
SIBfieHa annasns CnuHKM Hoca (puc. 2).

Puc. 2. PeHtreHorpamma Yepena B ABYX NMPOEeKUUAX: ansas3na CNMHKKU Hoca
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Pwuc. 3. Cepusa CHMMKOB HEMpOCOHOrpadnyeckoro nccnenoBaHms: 3aknoveHne «rononposaHuedanus, anobapHas dopma
(areHe3uss mo3onucToro Tena, 6opo3abl ¥ U3BMMNHBI COXpaHeHbI, TenaHuedanuyeckas kucra)». OTCyTCTBYeT neperopogka B nepef-
HEM MO3roBOM Ny3bipe, PUKCUPYETCS NMONMHOE OTCYTCTBME pasdeneHns Ha nonylapusi (6okoBble XXenyaodku NpeacTaBneHbl eAMHON

nonocTelo, rmapouedanns)

PeHTreHorpadmsa opraHoB rpyAHOM NOMOCTU: 3aKto-
yeHne «HUNLTpaTUBHbIE M3MEHEHWST NIErOYHON TKa-
HW. Kapgnomeranusy».

OcmoTp HeBponora: 3akndeHne «BpoxaeHHbIn no-
pok pa3suTtus LIHC — rononposaHuedanus (BO3MOXHO
Tpucomus no 18-in, 13- xpomocomam). HeoHaTanbHble
cynoporun». HasHaueHa NpoTMBOCYOOPOXHAA Tepanusi.

[Mpn HelpocoHorpadnyeckom nccnegoBaHnUmn BbisiB-
neH nopok passutus LIHC: 3aknioveHne «lononposaH-
uedbanusa, anobapHasi hopma (areHe3mss MO30NIMCTOro
Tena, 6opo3abl M U3BUMMHBI COXPaHEHbI, TenaHuedanu-
yeckas kucrta)» (puc. 3).

Oxokapauorpadusi ¢ gonnneporpadueni: 3aknioye-
HVue «YMepeHHas runepTpodmsa CTEHOK NpaBoro Xxeny-
Jodka M MexokenyooykoBon neperopogku. OTkpbiToe
OBarnbHOE OKHO [0 4 MM. AHEBpU3Ma MeXnpencepaHomn
neperopoakm».

KoHCynbTMpoBaH reHeTMKoM, KOTOPbIA peKOMeHOo-
Ban MPOBECTW aHanu3 KpPOBW Ha KapuoTUMMpOBaHMe,
C Y4ETOM BbISIBNIEHHbIX MHOXECTBEHHbIX CTUIM AU33M-
HproreHesa 1 NMOPOKOB Pa3BUTUS.

lMpoBedeHa 3aoyHasi KOHCyMNbTauMs Henmpoxupypra,
KOTOPbI OTMETUI HEBO3MOXHOCTb XUPYPrU4ECKON KOp-
peKkuns AaHHbIX NMOPOKOB pa3BuTUs. MNporHos Ans Bbl-
300POBMEHNs HebNaronpPUATHBIN.

OcmoTp kapauonora: 3aknioyeHne «PyHKLUOHUPY-
lolee oBanlbHOEe OKHO. AHeBpU3Ma MeXnpeacepaHou
neperopogku. [mneptpodusi CTEHOK NMPaBoro >enynou-
Ka, MEXOKenyao4yKoBOW neperopogkuy. PekomeHpoBaH
KOHTPOSb 3xokapauorpacdum ¢ gonnneporpadunen 4ye-
pes3 5 aHew.

KoHcynsTaTMBHBIN NpYeM Bpaya-odransmoriora: 3a-
KnoveHne «AHrmonaTunsi, BEHO3HOE MOMHOKPOBUEY.

OnekTpokapguorpadus: 3aknodeHne «CrHYCOBbIN
puTtMm. NpaBorpamma cepgua.

PesynbraT UMTOreHeTU4YecKoro MCCrefoBaHus: Ka-
puotun 46, XX. 3akntoueHue: «XKeHckuin kapuoTtumn,
HOpManbHbIN. YMCMOBBIX U CTPYKTYPHbBIX OTKIOHEHWN
He BblISIBNIEHOY.

Obwnn JeTcknii XMpypr pekoMeHaoBarn npoBecTU
KOHCYNbTaLMIO YeNCTHO-NMLEBOIO XVpypra B BO3pacTe
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6 Mec. Ans peLueHnst Bonpoca 0 BO3MOXXHOCTUN NpoBeae-
HWUS1 oNepaTUBHOIO NeYeHNs.

MoceB 13 3eBa 1 3ayLLHON CKNaAKW BbISIBUIT HANn4ne
Escherichia coli x103.

JleyeHue. Pexum neyebHo-oxpaHuTenbHbIN. Okcu-
reHoTepanus Yepes NuueByto Macky B obbeme 2 n/MuH.,
a [flanee VCKYCCTBEHHasa BeHTUNAUMS nerkmx. MNposogu-
nacb caHaumsi HOCOIMOTKU U TPaxeobpoHXManbHOro ae-
peBa Mo rnokasaHusM. QHTeparnibHoe NUTaHUE OCYLLECT-
BMANOCb Yepes 30H[, cMecblo «HyTpunoH 1» no 45 mn
Kaxable 3 .

MHdy3noHHaa Tepanusa npoBogmnach rnioKo30-co-
neBbIMM pacTBopamu No PU3NONOTMYECKON NOTPeBHO-
ctu. AHTMGakTepmnanbHas Tepanus: AMnmumnnmH/Cynb-
6akTtam no 75Mr/kr B CyTKM B TeYeHWe 7 OHEN, a 3aTemM
nonyyan Makcukram®A®d no 50 Mr/kr yepes 12 .

Mpodunaktuka rpubkosBon MHpekunn — dnykoHa-
3011 B 103 6 MI/Kr B CYTKW.

Cypoporn kynupoanucek npenapatom Konsynekc®
B Jo3e 1Mr/Kr B CyTKM BHYTPUBEHHO, a 3atem — Ken-
npa® no 10mr/kr yepes 12 4. B TeyeHne 3 gHen, ga-
nee — B pose 20 mr/kr yepes 12 u.

MpodwmnakTuka remopparn4eckoro cuHapomMa npo-
BOOMIacb MEHaAMOHOM HaTpusi Gucynbcgutom (Bu-
kacon) — 0,4mr, BHyTpuMbIleyHo. [lpu kpoBoTeye-
HUM — TpaHekcamoBasi kucrota 15mr/kr kaxagble 8 u,
00 KyrnMpoBaHus cMHapoma.

KnuHunyecknn gnarHos:

OcHoBHoe 3aboneBaHue: «Q 89.7 MHOXeCTBEeHHble
BPOXOEHHbIE MOPOKM Pa3BUTUS:

Anomanusa LIHC n yepena — rononpo3sHuedanus,
anobapHasa copma, TpuroHouedanusa. PacwenvHa
BEPXHEWN rybbl U anbBeONsipHbIX OTPOCTKOB. AypuKynsip-
Has nmanunnoma crnpasa.

doHoBOE 3aboneBaHue:
NHULMPOBAHMEY.

ConytctBytowme: «AHrmonaTusi, BEHO3HOE MOJSHO-
KpoBme cocynoB cetyatku. OTKpbITOE OBanbHOE OKHO
0o 2,0mm. MexnpencepaHasi aHeBpuamay.

OcnoxHeHnsi OCHOBHOrO 3abonesaHus: «[bixaTenb-
Hasa HegocTaToyHOCTb Il cTeneHn. HeoHaTtanbHble cyao-
poru. Mapes nuueBoro Hepea cripasay.

Ha 19-e cyT. %un3HM pebeHoK nepeBeneH B AETCKOE
oTgenenve nannuatueHon tepanuun NY3 «3Hrenbcckasa
Jetckasa kKnvHudeckas 6omnbHuLa», NPpOrHo3 Ans XU3Hn
HebnaronpusiTHbIN.

O6cyxaeHue. [ononpo3aHuedanusa — OTHOCUTENb-
HO peakoe BpoxaeHHoe 3abonesaHne LIHC, cBasaHHoe
CO CTPYKTYPHBLIMW XPOMOCOMHbBIMW USIN MOHOTEHHBIMM
3aboneBaHMsMN, 3TUOMOMMS KOTOPOro OCTaeTcd Hepo-
CTaTO4HO M3y4YeHHOW. B anarHoctuke paccmaTprBaemon
MarnbsopmMaLnn BaXXHYH POSib UTPaKOT Takme COBPEMEH-
Hble METOAbI, Kak NpeHaTarnbHoe yrnbTPa3ByKOBOE UCCe-
[oBaHue, peHTreHorpadusi, MPT, umetowme gocrarouy-
HO BbICOKYI0 MH(GOPMATUBHOCTL. [pn cpoke recrauuu
17 Heq. v 6 gHen y nnoga GbiNK BbISIBNEHbI CTPYKTYP-
Hble AedeKTbl TOfIOBHOrO Mo3ra, Mo JNUTepaTypHbIM
[aHHbIM B BONbLUMHCTBE CryvyaeB AMarHo3 cTaBsAT Nno3pa-
Hee — Ha 20-24-11 Heq. YXe nocne poxaeHusi pebeHka
OblM OTMEYEHbI OCHOBHbIE KITUHUYECKUE MPOSIBIIEHUS
paccMaTpvMBaeMoln HO30Mormn. 3TO HEKOPPUTMPYEMbIN
nopok passutns LIHC, ogHako poguTtenu oTtkasanucb
OT npepbiBaHns 6epemeHHoCTU. C y4ETOM CrOXMBLLEN-
Csl cMTyauum — BpOXAEHHblE nopoku pa3sutusa LIHC,
3-51 6epeMeHHOCTb U pofbl, OTCYTCTBME MPOTUBOMOKA-
3aHUI AN eCTeCTBEHHOrO podopaspeLleHns — poabl
OCYLLIECTBUMNW €CTECTBEHHbLIM NMyTeMm npu cpoke 39 Hea.
2 OHA.

«BHyTpramHmnoTmnyeckoe

B nocTHaTtanbHbIi Nepuof MOATBEPXAEH AuarHo3
MHOXECTBEHHOro nopoka passutus LIHC, nposenu cnm-
nTomatuyeckoe nedyeHne n 3atem pebeHka Hanpasunu
B [IETCKOE OTAENeHne nannnatueHon tepanuun. Cnegyet
obpaTuTb BHUMaHWE Ha akT HanMyns NpegyentocTHO-
ro HeJopa3BUTWS, KOTOPOE YyKasblBaeT Ha anobapHyto
unn cemunobapHylo rononpossHuedanuio, a nocre-
Ayllime faHHble HenpocoHorpadumn cnocobcTBoBanm
YTOUHEHUIO AnarHosa. OTW AaHHble COrnacytTcs C UC-
crnefoBaHUAMK OpyrMx aBTopos [3, 4].

B npeacraBneHHOM KMMHMYECKOM Crlydae OCHOBHbI-
MU paKTopamm purcka BPOXAEHHOIO HapyLUEHUs1 pa3Bu-
T1a LIHC aBunucb caxapHbin guabet Il Tna y XeHLWmHbI,
rectos3, MHOroBoAgMe 1 nepeHeceHHas KOPOHaBUPYCHas
WHdEKUMSI MPU CpoKe recTauumn 5-6 Heg. bepeMeHHOCTU
(BaxHbIN Nepuog copmmpoBaHusa LIHC n nuksoponpo-
BOASLLEN CUCTEMBI).

B HacToawmMin MOMEHT cneumuyeckoro neyeHns
rornonpo3aHuedanuu He cywecTsyeT. [pu gaHHow naTto-
NorMM Hamm NpoBoAMunack cMMnToMaTuyeckas Tepanusi,
npyu cTabunu3aumym COCTOSIHUSI BO3MOXHA XMpypruye-
CKasi KOppeKLUmsi HEKOTOPbIX AedeKkToB nuua 1 LWyHTU-
poBaHWe KerygovkoB Mo3ra Mpu pasBuUTUM rMapoLe-
danun. OTMeYannch Takke TPYOHOCTM BCKapMITMBaHUS
HOBOPOXAEHHOTO, CBSA3aHHble CO CNaboCTbio cocaHus,
HEBO3MO)XHOCTbIO TNIOTAHUS MULLM C PUCKOM PasBUTUS
acnupaumu. NpoBogunock 30HAOBOE KOpMMeHUe agan-
TUPOBaHHOM cmecbio. CMepTb Takmx OeTewn, Kak npa-
BWSO, pa3BMBaETCA M3-3a AUCHYHKUUX CTBOMa MO3ra,
rmnoTanaMmnyecKkmnx CTPYKTYp B COYETAHUM C MONNOpPraH-
HOW MnaToriorMen Unu nNPUCoOeaMHEeHNss MHAEKLMOHHBLIX
3aboneBaHuii. Kak gbixateneHasi, Tak U cepae4Ho-Co-
cyaucTas HeaoCcTaTOdHOCTb 4acTo npeaonpeaenstor
neTanbHbI Ucxopn 3aboneBaHus. Meanko-reHeTU4eckoe
KOHCYNbTUPOBAHME NMOMOraeT YTOYHUTb PUCK MOSABINEHNS
B fanbHeviweM 60MbHOro NOTOMCTBA.

3akntoyeHue. BaxHyto porb B AMarHoCTUKe Onucax-
HOrO MOpOKa pasBUTWSI UTPaET paHHASA Y3-AnarHocTuka
anobapHoin opMbl rononpo3saHuedanii npu nepBomM
U BTOPOM CKPUHKHIE BEpEMEHHbIX.

Hanvyne npegyentocTHOro HegopPasBUTUS yKasbiBa-
eT Ha anobapHyt nnu cemunobapHyto opmy AaHHOW
nartosnoruu, a nocnegywouiee avHamuyeckoe ¥3M noseo-
NUNo YyTOYHUTb AmarHos3 (anobapHas copma rononpo-
33HUedanmm). ATo HEKOPPUTMPYEMBIA MOPOK Pa3BUTUS
LIHC, noatoMmy npoBoAnNTCS B OCHOBHOM CUMMTOMAaTn4Ye-
CKOe neyeHue.

CnegyeT 0003Ha4nTb, YTO MPOrHO3 AN 300POBbS
N XXM3HU OaHHOro pebGeHka B LernoM HebnaronpusiTHbIN,
NosToMy OCODEHHO BaXkHbIM MpeacTaBnsieTcs npodu-
nakTuKa aHomanuii pasBuTus B nocnepylomx bepe-
MEHHOCTSIX, KOHCYNbTauusa reHeTuKa 1 CBOEBPEMEHHOE
peLleHne o npepbiBaHUn 6epeMeHHOCTM Ha paHHUX CPo-
Kax ee pasBuTUS.

Bknaa aBTOpOB: aBTOPbI caenanu 3KBUBANEHTHbIN
BKMaz B NOArOTOBKY NyGnukaumu.

KoHnukT nHTEepecoB: aBTopbl 3aABNAT 06 OTCYT-
CTBUWN KOHPrIMKTa MHTEPECOB.
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