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Pe3rome

Beedenue. Cunnpom Jlennu — Yokepa (Dandy — Walker syndrome) — couyeTaHHBII TOPOK pa3BUTHUSI TOJIOBHOT'O MO3Ta, BEISBJICHUE
KOTOPOTO MOXET CTaTh IOKA3aHMEM [IJIsl PACHIMPEHM S JMATHOCTUYECKOTrO MOKCKA C LeIbI0 O0HAPYKEHHUS IPYTUX [IOPOKOB pa3-
BUTHS MJIM XPOMOCOMHBIX ITATOJIOrMii. XapaKTepu3yeTcs AUCTeHE3UEN YepBSI MO3XKeUKa, KHUCTO3HBIM PACHIMPEHNEM YETBEPTOIO
XKeJTyIouKa ¥ pacIIMpPEeHHOM 3aJHE YepeITHOM IMKO, BCJICICTBUAE YeTO MPOMCXOIUT CMEIIEHNE CUHYCOB MO3TOBBIX 000JI0UEK
1 HaMmeTa Mo3xkeuka. Yactora BcTpeyaemocTu kosebercs oT 1:5000 mo 1:25 000. AreHe3usi U TUIONJIa3Us YEPBSI MO3XKeuKa
B COUETAHUU C IPYTUMU IMOPOKAMU PAa3BUTHUSI TOJIOBHOTO MO3Ta AUArHOCTUPYIOTCS y3Ke TP CKPUHUHTOBOM YJIbTPa3BYKOBOM
CKaHMPOBaHUM TJIOMA, YTO TTO3BOJISIET 3aMIOJO3PUTH HAJTMIME CUHIPOMA ellle BO BHYTPUYTPOOHOM XU3HU. KpoMe BhITIeniepevmc-
JICHHBIX U3MEHEHM I B MO3XeukKe cuHapoM JleHnn — Yokepa coIpsixkeH ¢ ruaponedaiueii, areHe3ueil MoO30JMCTOrO Tejia, a TaKke
IPYTUMU ITIOPOKAMHU Pa3BUTHsI IIEHTPaJIbHOI HEPBHOW CUCTeMBbl. MexaHU3M pa3BUTHs TUApoledantnu npu cuaapome JeHnam —
Yokepa 00yc0BJIeH 0JIOKHPOBKOI HOPMaJIbHOTO CITMHHOMO3IOBOI0 KPOBOTOKA, K UeMy MPUBOIST Ae(heKThl OTBEPCTUIT MaxaHau
u Jlymka. XapakTepu3yeTcs IMUPOKUM KIMHUYECKUM MOJIUuMOp(hr3MoM. B 0OCHOBHOM IepBbie KIMHUYECKKHE CUMIITOMBI AUa-
THOCTUPYIOTCS YK€ B HEOHATAJIbHOM IIEpUOJIE.

Ileas pabomul. B cTaThe MpencraBiieHo TeueHUe cuHapoMa denau — Yokepa y pedbeHka ¢ Tpucomueit 18 (cuHnpom DnBapica).
Baxawuenue. HeGnaronpusaTHoe TeYeHNE JAHHOIO CHHAPOMA Yallle BCETO CBSI3aHO C HAJIMYMEM CONYTCTBYIowIeH maTtonoruu. CrerneHb
BBIPAXKEHHOCTH KJIMHUYECKHUX IIPOSIBJIEHUIA 3aBUCUT OT BapMaHTa CUHAPOMA M CKOPOCTH IIPOrpeccupoBaHus HapymeHuii. Hepenko
IUATHOCTUPYETCS Y JETE ¢ XPOMOCOMHBIMU aHOMAIMSIMHU, YTO OCJIOXHSET IIEPUO PAaHHE!H HEOHATAILHOM aanTaliu, TpedyeT
OpraHM3aly CIIeIMaIbHOTO YX0/1a U TIPOBEICH U I XU PYPTUUECKON KOPPEKIINU CYyIeCTBYIOIINX IIOPOKOB pa3BuTus. Hanumume nndex-
IIMOHHOTO TIpoliecca y neTeit ¢ cuHapoMoM [JeHnu — Yokepa 1 XpOMOCOMHBIMY aHOMAJIMIMHA MOXET TTPUBOIUTD K TTOJTMOPTaHHOMN
HEIOCTAaTOYHOCTH U YXYAIICHUIO COCTOSTHU ST peOeHKa.

Kurwouessie ciioBa: cuHapoM Jlenau — Yokepa, ruapoiiedanusi, CAHIPpOM DaBapaca, TpUCOMUs 18- XpOMOCOMBI, MHOXXECTBEHHbIE
BPOXXJIE€HHbIE TOPOKU PA3BUTU S, TOJMOPraHHAasl HENOCTaTOYHOCTb, TPeHaTalbHasl TMarHOCTHUKA.
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Abstract

Background. Dandy — Walker syndrome (Dandy — Walker syndrome) is a combined malformation of the brain, the identification
of which may be an indication for expanding the diagnostic search in order to detect other malformations or chromosomal pathologies.
It is characterized by dysgenesis of the cerebellar vermis, cystic enlargement of the fourth ventricle and an enlarged posterior cranial
fossa, as a result of which the sinuses of the meninges and the cerebellum are shifted. The frequency of occurrence ranges from 1:5000
to 1:25000. Agenesia or hypoplasia of the cerebellar vermis in combination with other malformations of the brain are diagnosed already
with screening ultrasound scanning of the fetus, however, the diagnosis of Dandy — Walker syndrome is made only after birth based
on the manifestations of this syndrome during neuroimaging and genetic studies. In addition to the above changes in the cerebellum,
Dandy — Walker syndrome is associated with hydrocephalus, agenesis of the corpus callosum, and other malformations of the central
nervous system. The mechanism of development of hydrocephalus in Dandy — Walker syndrome is due to the blockage of normal spinal
blood flow, resulting in defects in the holes of Magendie and Luschka. It is characterized by a wide clinical polymorphism. Basically, the
first clinical symptoms are diagnosed already in the neonatal period.

Objective. The article presents the course of Dandy — Walker syndrome in a child with trisomy 18 (Edwards syndrome).

Conclusion. The unfavorable course of this syndrome is most often associated with the presence of concomitant pathology. The severity
of clinical manifestations depends on the variant of the syndrome and the rate of progression of disorders. It is often diagnosed in children
with chromosomal abnormalities, which complicates the period of early neonatal adaptation, requires the organization of special care
and surgical correction of existing malformations. The presence of an infectious process in children with Dandy — Walker syndrome and
chromosomal abnormalities can lead to multiple organ failure and deterioration of the child's condition.

Keywords: Dandy — Walker syndrome, hydrocephalus, Edwards syndrome, trisomy 18, multiple congenital defects, multiple organ failure,
prenatal diagnosis.
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unapomM Jdeunu — Yokepa (Q03.1, Dandy — Walker

Syndrome, DWS) — 5To mopok pa3BUTU S TOJTOBHO-

ro MO3ra, XapakTepU3yIOLUiica fUcreHe3uei yepss

MO3Xe4YKa, KUCTO3HBIM pacllMpeHUEM YETBEPTOTO
XeJyaodyka M pacliMpeHHOM 3a1Hell YepenHO IMKOI, KOTO-
pasi cMelaeT AypajbHble CUHYCHI M HaMeT Mo3xkeuka [1]. DWS
4acTO COMPSIKEH ¢ TUApoledanuneil, areHe31ueil MO30JUCTOTO
TeJla WIN APYTUMU BHYTPpUUYEPENTHBIMU MTOPOKAMHU PA3BUTH S
(B 29-55% cnyuaes) [2]. Bnepbie DWS onucan Dandy u Blackfan
B 1914 . m nononHeH Taggart u Walker B 1942 . [3]. Ucnionb3yembrit
B HACTOsIIIee BpeMsI TEPMUH «ITOPOK pa3BuTus JleHam — Yokepa»
BBeJ B 1954 1. Bender.

CoriacHoO COBpeMeHHBIM MpeacTaBiaeHusIM aTuojaoruss DWS
reTeporeHHa. B ero BOSHUKHOBEHU Y TPUHUMAIOT yUyacTUe pas-
HBble GaKTOPBI — HACJIEACTBEHHBIE (XpOMOCOMHBIE I TEHHBIE)
U1 9K30T€HHbIE (TepaTOTeHbl), OMHAKO 3TUOJIOTU S JOCTOBEPHO
10 cuXx nmop He uzBecTHa [4]. Cpeau XKMBOPOXIEHHBIX AETEM
yactota DWS konebaercsa ot 1:5000 mo 1:25 000, yaie npo-
SBJSIETCS y MalbuMKOB. Cpenu neTeli ¢ BpOXKAEHHOM TUApOoLIe-
danueil yacTora BCTPEYaEMOCTU COCTABIIAET OT 3,5% no 12%.
BosuukHoBeHne DWS cBsI3aHO ¢ OCTaHOBKOI 5MOpUOHAIIb-
HOTO pa3BUTUS B mpoliecce GOpMUPOBAHUS POMOOBUIHOIO
MO3Ta, aTpe3ueil BHIXOAHOTO oTBepCcTHs U3 1V Xkenynouka mpu
OTCPOYEHHOM OTKPHITUY OTBepcTUs Maxaunau [5, 6]. Bo Bpems
SMOPUOHATTLHOTO Pa3BUTHSI MO3XeUKa U YeTBEPTOTO KeJTyTouKa
MIPOMCXOIUT CMeIIeHe HaMeTa MO3KeuKa BBepX 1 yBeJIUIeHNe
3aaHel asMku. CBsi3b ruapoiedanuu ¢ DWS obyciioBiaeHa 0j10-
KUPOBKOI HOPMaJIbHOTO CITUHHOMO3TOBOI'O KPOBOTOKA, YTO
MPUBOAUT K HAKOTIJIEHU O YPE3MEPHOTO KOJMYECTBA XXKUIKOCTHU
B FOJIOBHOM MO3T€ M BOKPYT Hero. Pe3yabraToM siBsIeTCS TOBBI-
lIeHWe BHYTPUYEPEHOro naBjaeHus [7].

DWS xapakTepu3syeTrcs BbIpaXXeHHbIM KJIMHUUYECKUM MOJIU-
MOP(}U3MOM OT IMPaKTUYECKHM HOPMAJbHOTO TTIOCTHATAJIbHOTO
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pPa3BUTUS A0 TSIKEJOW MHBAJIUIHOCTY U JIETAJILHOTO MCXO/a
[8]. OcHoBHOe nposiBaeHre DWS — runpouedanus, KoTopas
B COYETAHUM C XPOMOCOMHBIMM aHOMAJIMSIMU, HACIEACTBEH-
HbIMU 00JIE3HSIMU OOMEHa U PSIIOM APYTuX aKTOPOB MOXET
MpOSIBISITHCS YK€ B paHHeM Bo3pacTe. K paHHUM npusHa-
KaM OTHOCST Heclelunbuieckrue 00I1eMO3roBble CUMITTOMBI.
Hesposiornueckue nmposiBjieHust DWS Tak:ke npeacraBiaeHbl
HUCTarMoM, 3K30()TaibMOM, KocorjiasueM. Bo3aMoxHoO pa3BuTue
CYIIOPOXHOTO CUHIpOMa, MOTOPHBIX HapyIIeHn . XapaKTepHO
OTCTaBaHME B ICUXOMOTOPHOM pa3Butuu. B 60-75% cinyua-
eB DWS coueTaercs ¢ ApyrumMu nopokamu passutus |9, 10].
BHYTpryTpoOHO IMAaTHO3 MOXET OBITh TTOCTABJICH C TTOMOIIIBIO
JNIOPOJAOBOTO yIbTpa3ByKoBoro uccienoBanus (¥Y3U), koto-
pOe MOXET BBISIBUTh aHOMAJIMK LIEHTPATbHOW HEPBHOM CUCTE-
Mbl (LIHC). 151 moaTBepXAeHM S MOCTHATAJIbHOTO JUarHo3a
MOXET ObITh MCITOJIb30BAHO BHU3YyaJU3UPYIOLIEee UcCliefoBa-
Hue rojjoBHoro mo3ra [11]. Hepenko DWS nuarHoctupyercs
y IeTeil C XpOMOCOMHBIMHU MATOJOTUSIMU U HACJIEACTBEHHBIMU
0oJe3HsIMuU oOMeHa. OnucaHbl caydyau couetanus DWS y nereit
¢ cunapomoM JlayHa (Tpucomus 13) [12].

Cunnpom tpucomuu 18 (91q, Edwards Syndrome, cunnpom
BnBapaca, CD) — peakoe reHeTHYECKOe 3a00JieBaHUE, 00YCIOB-
JICHHOE TpUCOMMUEN 110 18-if XpoMOCcOoMe M COTIPOBOK TAIOIIEECS
MHOXECTBEHHBIMU MOPOKaMHM pa3BUTHS [13]. DTOT CUHApPOM
oL Brepsbie onucad D. Edwardson u D. Smith 8 1960 r. [14, 15].
CD — BTOpOE TI0 pacIpoCTPAaHEHHOCTH XPOMOCOMHOE 3260~
JieBaHUe nociie cuHapoma Jlayna. Yactora poxXaeHUs neTeit
¢ CO cocraaser 1:5000-7000 HOBOPOXIEHHBIX. Y JeBOUYEK
BCTpeYaeMOCTh B 3 pa3a BhIIIE, YeM Y MaJTbuuKoOB [16]. B uHo-
CTpaHHOI TUTepaType coobiaercs, uto B 60% ciydaeB u3-3a
MOPOKOB, HECOBMECTUMBIX C KU3HbIO, 1eTu ¢ COD norubdaiot
BHYTpUYTpoOHO. B 40% ciiyyaeB mpOmOIKUTEIbHOCTD XXU3HU
MaJIb4MKOB COCTABIISIET OKOJIO 2 MECSIIEB, a IEBOYEK — OKOJIO

75



CTpaHMlIKa neauaTpa
|

10-12 mecsiues [17]. XapaKTepHBI TAKeJIbIe TOPOKU pa3BUTHS,
3aTparuBalonre HECKOJIBKO CUCTEM OPTaHOB (CepaeTHO-COCY-
MUCTasl, OMOPHO-ABUTATEIbHAS, HEPBHAS U MOYETIOJIOBAasT).
Paznuyaior monaHyto, YaCTUYHYIO U MO3aMIHYIO0 (DOPMBI TPUCO-
muu 18-it xpomocombl. Haubosee pacnpocTpaHeHHBIM (DEHOTH-
oM TpucoMuu 18 siBisieTcst mojiHasi hopMa, OCHOBHBIMU KJTH-
HUYECKUMMU MPOSBJICHUSIMU KOTOPOM ClIyXaT 3ajiepxkKa pocTa,
YepermHO-IU1EeBble aHOMAaJINU, OCOOEHHOCTHU PAa3BUTHUSI PYK U HOT
(Hemopa3BUTHIE OOJBIIIME MAaJIbLIbI, KOCOJanocTh) [18].

B Haleii npakTuke MMeJIO MECTO BbISIBJIEHUE TPUCOMUMU 18
(cuHapom DaBapica) y pedeHKa ¢ AMarHocTUpoBaHHBIM DWS.

Llenb uccrepoBaHun

[pencTaBUTh KIMHUYECKWH CITy4aii coueTaHus y pebeHKa ABYX
pPEeIKUX TeHEeTMYECKUX CHHIPOMOB — DnBapaca u Jlennu — Yokepa
IUJTSI IEMOHCTPA Y KJIMHUKO-IMATHOCTUYECKUX 0COOEHHOCTe
COBMECTHOTO T€UeHU ST TAHHBIX ITaTOJIOTUH JJIsI CBOEBPEMEHHOM
MMATHOCTUKY U TepaTiiu.

Kaununueckoe Habnalopenune

HeBouka K., 17.04.2018 r.p., ot maTepu 40 JIET C OTSTOILIEHHbIM
aKyIIEpCKUM U TMHEKOJOIrMYeCKMM aHaMHe30M, OT 1-ii bepe-
MEHHOCTH (7-51 MOIBITKA 3KCTPAaKOPIOPaJIbHOI'O OMJIOAOTBOPE-
HUS), IpoTeKaBIeil Ha (OHe TOKCUKO3a ¢ YTPO30ii TpepbIBaHU S
O6epeMeHHOCTHU Ha mpoTskeHuu I rpumectpa. Bo 11 Tpumectpe
npu Y3 ObLIM BHISIBJICHBI KUCTHI COCYAMCTOTO CITJICTEHU S,
Ha 24-25 Henmelie — BpOXXIEHHBIC MOPOKHU Pa3BUTHUS TIJIOAA.
B 111 tpumecTpe — Ha 36-ii HelleJle IMarHOCTUPOBAaHa 3aIepXKa
BHYTPUYTPOOHOTO pa3BUTH IJI0[a, HAPYLIEHE MaTOYHO-TIJIa-
LIEHTapHOTO KPOBOTOKA.

Ponwl — nepBoie, Ha 39-i1 Heaesle OepeMeHHOCTH, ITyTeM Keca-
peBa ceueHusl, MHoroBoaue. Macca npu poxnaeHuu — 2200 T,
niavHa tena — 46 cm. OueHka mno mkaje Amnrap — 7/7 6aiios.
CocTosiHUE TTPU POXKICHUM TSKET0e 3a CUET CUHIpOMa yTHEeTe-
HUS, IbIXaTeJbHbIX HapylIeHuli. Hapsay ¢ mpusHakaMu nepu-
HartaJibHOro nopaxenus LIHC runokcuyeckoro reHesa u rnpm-
3HAaKaMU 3aJIepXKKU BHYTPUYTPOOHOTO pOoCcTa y peOCHKa BhISIBJIC-
Hbl MHOXXECTBEHHBIE BPOXIeHHBIEe TOpokU pa3BuTus (MBIIP):
L HC — runonga3us 4epBs U MOJyIIapuii MO3KeuKa, KUCTa
3agHeit uepenHoii amku (DWS); mumeBapuTeabHON CUCTEMBI —
aTpe3us MUIIEBOIA C JMCTAJIbHBIM TPaXeOMUIIEBOIHBIM CBU-
LIOM; TIepeIHeil OPIOIIHON CTEHKU — oMdaJioliesie; BpOXKICHHBIE
nopoku cepaua (BITC) — MbIlIeuHbIi 1eeKT MeKKeTy104KOBOM
Meperopoaku, GyHKIIMOHUPOBAHUE OTKPBITOIO apTepUaTbHOTO
IIPOTOKA; MOYEITOJIOBOM CUCTEMBI — IBYCTOPOHHM I KPUIITOP-
XW3M; ONIOPHO-IBUTATEIbHON CUCTEMbI — KMJIEBUIHAS TPyIHAs
KJjeTka 1-it crenenu, nHpaHTUABHBIN C-00pa3HbIil MpaBO-
CTOPOHHMIA TPYAHOI CKOJIMO3 2-i1 CTENEHU, apTPOTPUIIIIO3 —
KOHTPaKTypa MpaBoro Ta300eapeHHOr0 1 MpaBoro Jy4e3arnscr-
HOT'O CyCTaBOB, MeX(aTaHTOBbIX CYCTaBOB MaJjiblieB KUCTEH,
IUCILIACTUYECKOE CTPOCHME Ta300eIPEHHOTO CycTaBa; MOPOKK
pa3BUTHSA TJ1a3 — CXOISIIeecs aJIbTepHUPYOIIee KOCOTrIa3ue.
JIpIXaTebHBIC PACCTPOICTBA, OOYCIOBICHHBIC BPOXKICHHBIMU
aTeJIeKTa3aMM JITKUX, TpeOOBaIu MTPOBEICHUS peCIIMPaTOPHOI
MOAAePXKHU. B repBbie CyTKM XXU3HU OblJIa IPOBeIeHa XUPYP-
rudeckast KoppekKius oMdbarolesie U BOCCTAHOBJIEHUE MTPO-
XOIWMOCTH MUIIEBOIA.

CunnpomaibHas popMa HapyIIeHUsI BHYTPUYTPOOHOT O
pPa3BUTHS MOCTYXHUJIa TOBOAOM TSI KOHCYJIbTallMU FEeHETUKA
U MPOBEAEHUS MEAMUKO-TEHETUYECKOTO UCCAeJOBaHUS.
BoisiBieHa tpucomust 18-it xpomocoMbl. JIuarHoctupoBan CO.
Bb11 mpoBeneH MoJHbINH 00beM TUArHOCTUYECKUX U CKPUHUH-
TOBBIX MCCIeAOBaHMIi. B manbHelieM manueHT HaXOaUJICS IO
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CTPOTUM KOHTPOJIEM MeANaTpa, Y3KUX CIelMaJInucToB, HE00-
XOIUMBIC UCCIICTOBAHU S ITPOBOIMIINCH B IEKPETUPOBAHHEIC
cpoku. B aToT mepron ormevannch BapuadbeabHbIe U3MECHEHU ST
B COCTOSTHUM peOGeHKa, 00yCIOBJICHHBIC HEBPOJIOTUYECCKUMHU
W TeMOJIMHAMUYECKUMU paccTpoiicTBaMu. DHTepalbHOE
BCKapMJIMBaHue ObIJIO 3aTpynHeHO. HecMoTps Ha mpoBe-
IIeHHOe MapeHTepaJbHOe MUTaHKWE TT0 BO3PpAaCTHBIM HOpMaM,
BITOCJIEACTBUM OTMevajach 3aepKKa MOCTHATAJIbHOIO pocTa
¥ pa3BUTUS. JluarHocTupoBaHO HapyllleHue MOYTHU Bcex chep
HENPOTNICUXMUYECKOTO Pa3BUTHUS.

25.02.2019 . B Bo3pacTte 10 Mecs11eB u 8 nHel peOeHOK MOCTY U
B OT/EJICHUE PeaHUMALlMU 1 MHTEHCUBHOM Teparmuy HOBOPOXKIEH-
HBIX B CBSI3U C YXYIILIEHUEM COCTOSTHUS Ha (pOHE BHEOOTIbHUYHOM
pecnupaTopHO-cMHIMTHANbHOM (PC-BUpyCcHOIT) IByCTOpOHHEN
MOJIMCETMEHTAapHON (HUXKHEI0JIEBOM cClipaBa, 04aroBOi ClieBa)
mHeBMOHMU. Habmoganock mporpeccupoBaHye MHPEKITMOHHOTO
ToKcrko3a. COCTOSTHUE OCIIOKHSIIIOCH CYTOPOKHBIM CTHIPOMOM,
WHGEKITMOHHBIM dHI0KApIANTOM, KapauoMuonatuei Ha poHe
nummyHonedunuTa. [Iporpeccupyroiiee yXyaieHe COCTOSTHUS,
HECMOTPsI Ha IPOBOJMMOE MHTEHCUBHOE JICUeHUE C TIPUMEHEe-
HUEM alIapaTHOTO AbIXaHUsl, TPUBEJIO K KJIMHUYECKOU cMep-
Tu. [IpoBeaeHHbIE peaHUMAIIMOHHbIE MEPONIPUSITUS TTPUBEIHU
K BOCCTAHOBJICHUIO CEPACYHO-COCYIUCTOM AESITEIbHOCTH, OMHAKO
peOEeHOK TMO-TPeXHEMY HaXOAMJICS B KOMAaTO3HOM COCTOSTHUU.
TsxecTh COCTOSIHMSI ObliTa 00YCIOBJIEHA MTOCTTUIMTOKCUIECKUM
OTEKOM TOJIOBHOTO MO3ra, AbIXaTeJIbHOM HETOCTATOUHOCTHIO
3-i1 cTeneHU, KapAMOMUOIIaTHEl, HapyIeHEM KPOBOOOPAIIEHHU S
2A crerienu, He(pomaTueit.

B o6umeknuuuueckom aHanuide Kposu (OAK) — anemus,
CIBUT JICHKOIIUTApHON (DOPMYIIBI BIIEBO, TPOMOOIIMTOIEHU .
B Guoxmumuuyeckom aHaiu3e KPOBU — YBEJIMUEHUE MapKepoB
BOCTAJICHU ST, TPU3HAKY IIUTOJM3a, TUTIOMPOTEMHEMUST U THIIO-
aJbOyMUHEMMUSI.

JAuHaMuKa COCTOSIHUS JIETKUX OLIEHUBAJIach MOJ CTPOTUM
PEHTIeHOJIOTMYeCKUM KOoHTpoJieM. ¥Y3U rojoBHoro mosra,
OpTraHOB OPIOIIHOM MOJOCTHU U MOYEK, cepalia MPOBOAMIOCH
HEOMHOKPATHO JJIS OLIEHKM TMHAMMKHU COCTOSIHU S peOeHKa.
KoHcynbranuu crenumaanucToB U MEAUIIMHCKME KOHCUINYMBI
ITPOBOAMJINCH JIJIsI ITPOIOJIKEHUS IMTPABUIBHOTO U KOPPEKTHOTO
nedyeHus. [IpoBeneHa anHTu6akTepuaaibHas (MepoHeM, TUHE-
30J1M1) M aHTUMUKOTHUYecKast ((hIyKoHa3o) Tepanus. Beioop
npenapaToB 00yCJIOBJIeH JaHHBIMU MUKPOOUOJIOTUYECKUX
ITOCEBOB, MOJIEKYJISIPHO-TEHETUYECKUX UCCIIeTOBAHU I METO-
oM oaumepasHoit uenHoii peakuuu (ITLHP). Uuby3uonHas
Teparusi IPOBOAMIACH C YIETOM BO3pacTa M CYTOYHOTO AUype3a
pebenka. [TocTrunokcuyeckuit oTeK roJ0BHOIT0 Mo3ra ooycio-
BUJI Ha3HaAUYe€HUeE rOpMOHaJibHOM Tepanuu. UMMyHonebuuTHOE
COCTOsSIHUE TpeOOBaJO UMMYHOKOPPUTUPYIOIIE Teparnuu.
MeTabonuueckue HapyleHUs (TMITOHATPUEMU S, TUTIOTJINKE-
MU ) TpeOOBaIl COOTBETCTBYIOIINX MeponpusiTuii. CocTossHue
pebeHKa ycyTyOoIsiJioch MpU3HAKaAMM CePACYHO-COCYTUCTOM
M TIOYEYHOM HETOCTATOYHOCTH C PA3BUTHEM OJIUTYPUU, TUIPO-
Topakca, THIPONEepUTOHEYMa, OOIIETO OTEUHOTO CUHIpOMA.
BeITM Ha3HAYeHBl aHTUO- M KapIMOTOHUYECKHE CPEACTBA.
Jlo3upoBKa IpernapaToB KOppUruponajiach o Mmepe Heo0xo-
nuMocTh. HeomHOKpaTHO MPOBOAMIUCH TeMOTpaHCchy3nn
U TIepeTMBaHMSI CBEXe3aMOPOKeHHOM I1a3Mbl. PazBuBaromasicst
TUIIepKanHus Ha (hoHEe TTPOBOIMMON TPAIUIITMOHHON UCKYC-
cTBeHHOM BeHTUasiuu jJerkux (MBJI) oGycioBuna nepexon
Ha BBICOKOYACTOTHYO OCHMJUISTOPHYIO BeHTuasuo (BYO-
BJI), uTo TpeboBaio JeKapCTBEHHOM cealu.

B cBsi3u ¢ HapacTaHMEM MPU3HAKOB OCTPOI'O MOBPEXKICHUST
MOYeK, pe3KMM CHUKEHHUEM TNYype3a, BHIpaXKeHHOU I'MIIeprui-
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parauueii, runepKajineMueii, HapacTaHMEM I'MIIepa30TeEMUN,
MeTabO0JIMYEeCKUMHY HAPYIIEHUSIMHU, YBEIUIEHUEM MOYEBUHEIL,
KpeaTUHUHA, MOYEBOI KMCJIOTHI ObLJ YCTAHOBJIEH ITEPUTOHEATb-
HBI TWAaJIN3; UMILUIAHTUPOBAH NIEPUTOHEAIbHBIN KaTeTep, Tpo-
M3BeIeHa pe3eKINsI calbHUKa. DHTepabHasl Tlay3a MPpoIJInIach
B TEUCHME BCETO BPEMEHU HAXOXICHU S B OTACJICHUM peaHUMalluu
W MHTECHCUBHOM Tepaliui HOBOPOXKIECHHBIX. JIMarHOCTUPOBaHO
3 mpuctyna acuctoauu. [1pu TpeThbeM NMageHuy CepIedHOro puT™Ma
MPOBeeHHbIE B TOJITHOM 00beMe peaHMMaIMOHHbIE MEPOIPH si-
Tus Ha poHe npogoxalouieiics BHO-UBJI okazanuck Headh-
dexTuBHbI. CepreuHas AesTeJIbHOCTD He OblJIa BOCCTAHOBJIEHA,
KOHCTAaTUPOBaHa OMOJIOTMYECKasi CMEPTh.

06cyxpenue

DWS — clIoXXHBITT CHMITOMOKOMIIJIEKC, OOYCIOBICHHBI I
BPOXKICHHBIM ITOPOKOM PAa3BUTH S, 3aTPaTrnBAIOIIN I BaXKHEli-
e CTPYKTYPHI TOJIOBHOTO MO3Ta (MO3XEUOK, XKeJYI0UYKOBY IO
CUCTEMY, NMTPOJOJTOBATHI MO3T, YePEMHO-MO3TOBbI€ HEPBBI
U KpyMHbIE COCYMCTbIE CTBOJIbI) U OTJIMYAIOLINICS 0CO000
TSXeJbIM TeueHueM. ['uapouedanus yacto pa3BuBaeTcs
y neTeli 6osee cTaplliero Bo3pacrta, O1HaKO He UCKJIIoYaeTCs
¥ Ha IEpBOM TOJY ITPU TSIXKEeJI0M TeueHU U 3a0oieBaHusl. B 60J1b-
mwuHceTBe cayyaeB DWS cBs3an ¢ MBITP pa3nuyHbIX opraHoB
u cucteM [12].

C3O — 1a:xenoe 3abosneBaHue, TPU KOTOPOM BhIBIsI0TCSt M BITP
pPa3NIUYHBIX OPraHoB U cucTeM. CyIlecTBYIOIINe Ha COBPEMEH-
HOM 3Tare METOIbI TepaIllii TAKUX OOJBHBIX MaI03(PHEKTUBHBL.
CD xapakTepusyeTcs KpaiiHe BBICOKOI CMEPTHOCTBIO CPeIU IeTeil
panHero Bo3pacTa [17, 18].

Y npencraBiieHHOro pedOeHKa B HEOHATaJIbHOM MEepUoie ObLIN
BoisiBieHbl MBITP LIHC, Bkatouast DWS. OTMeuanoch Takxke
HaJMYue MOPOKOB CEPAECYHO-COCYAUCTON CUCTEMBI, KETYI0UYHO-
KHUIIIEYHOro TpakTa, OOPHO-ABUTaTeJIbHOTO afnnapara, Mouye-
MOJIOBOM CUCTEMBI, TTepeHel OPIOIITHON CTEHKHU U 3pUTEIbHOTO
anmnaparta. [1o pesyabraTamMm KapuoTUIIMPOBAHU S ObIJI TMarHO-
ctupoBaH CB. DWS y nanHoro pebeHka npuses K pa3BUTUIO
ruapouedalu, BBIpaXkeHHOT0 HEBPOJOTMYeCKOro Aepumnra,
YTO B COYETAHUU C IPYTUMU MTOPOKAMU Pa3BUTHU S OOYCIOBUIIO
TSIKECTh eTo cocTossHUs. [Ipucoennuenue PC-BupycHoii nHdek-
WU, OCIOXHEHHON TSIXEJION MOJUCETMEHTAPHON THEBMOHUECH,
CYIOPOXHBIM CHHAPOMOM, CEIICUCOM, MH(MEKIIMOHHBIM 9HI0-
KapAUTOM, MHOEKIIMOHHO-TOKCUYECKON KapaIUuOMHUOIIaTUEH,
MUMMYHOIe(DUIIMTOM, OCTPOU TOYEUHOU HEJOCTATOUHOCTHIO
C OJIUTOaHYpUEil, KOMAaTO3HbBIM COCTOSIHUEM IOCJIe HEOAHO-
KpaTHO MepeHeCeHHOI KJIMHUYECKON CMepTHU MPUBEJIO K MTPO-
rpecCcUpPOBAHUIO MOJMOPTAaHHON HEMOCTATOYHOCTH C JIeTaJbHbIM
HKCXOIOM.

3akAaloueHue

BaxxHyto posnpb B ntmarHoctuke DWS urpaet npeHaTtaabHBI
YIBTPa3ByKOBOU CKPUHUHT, KOTOPBII B PsIjie CIydyaeB MO3BO-
JISIeT MTUAaTHOCTUPOBATh NaHHBIM CUHAPOM HauuWHas ¢ 18-i
Hemeu 6epeMEeHHOCTH, pexXe — B 6ojice paHHUE cpoku [19, 20].
[IporHo3 3aBUCUT OT HAJIUYM S COUeTAHHBIX aHOMAaJIU pa3-
BUTUSI, XPOMOCOMHBIX aHOMAJIMM U CpoKa AMAarHOCTUKH [12].
PanHee kiiuHuyeckoe nposisnenue DWS gaBasiercs HeOsa-
TONIPUSTHBIM MIPOTHOCTUYECKUM Npu3HakoM [21]. KpaiiHe
HebJaronpusTHo couetaHue DWS ¢ XpoMOCOMHBIMU aHOMA-
nusiMu. Takue 1eT UMEIOT HECOBMECTUMBIE C KM3HbIO TOPO-
KU pa3BUTHUSI BHYTPEHHUX OPTAHOB U 3a4aCTYI0 HE JOXHMBAIOT
JI0 OJTHOTO roja: 6oJjiee MOJOBUHBI YyMUPAIOT B Bo3pacTte 2-3
Mecs1eB, a 10 10-12 Mecs1eB 10XUBaIOT Beero auinb 10% mam-
eHToB [13]. Cama mo cebe rumo- Uju amna3us 4epBsi MO3Keu-
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ka ipu DWS npuBOIUT K yrpoKaIIUM XU3HU COCTOTHUSIM
1 BO3MOXXHOMY JICTaJIbHOMY UCXOMY B paHHeM Bo3pacte. DWS
TpeOyeT npoBeneHus nuddepeHINATIbHON TMAaTHOCTUKY
¢ pssoM 3ab6osieBaHuii [22-26]. BeHTpHKYJIOMIEepUTOHEAaTbHOE
U IIACTOIIEpUTOHEaIbHOE IIYHTUPOBAHME SIBISTIOTCS 9D Dek-
TUBHBIMU METOJaMU 00JIeTYeHU sI HEBPOJIOTMYECKMX CHUMIITOMOB
U MOXET NMPeIOTBPaTUTh NaJIbHEHIIMe HEBPOJIOTUYECKHE
HapyueHus [25]. OnHako rpu couetanuu DWS ¢ xpomocoMm-
HOM maTojiorueit onepaTvuBHOE JIEUEHUE HE yy4ulllaeT MPOTHO3
3abosneBaHus. [IpucoenmHenne MHOEKIMOHHbBIX 3a00JIeBaHU I
y neteii ¢ DWS B coueTaHUM ¢ XpOMOCOMHBIMY aHOMaJIUSIMU
CIOCOOHO MIPUBECTU K PE3KOMY YXYIIICHUIO COCTOSHUS, pa3-
BUTHIO TTOJTMOPTaHHOM HETOCTATOUHOCTH U, B KOHEUHOM UTOTE,
K JgeTajabHoMy ucxony. [l
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