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CUHIPOM BUIEMAHHA-BEKBHUTA

BusBJeHa NONYJALHOHHAS YacToTa cHHApoma Briewmanna-BexBHTa CpeAR HOBOPOXK-
Jensux ropoga Epepana. [TpejcTaieRn AaHHHe O ThNe HACAEIOBAHHA MPH STOM CHH-

JApoMe.

Cunnpom BuaemanHa-Bexksuta, uan OMI-cHrApPOM, NPHHAIJIEKHT K
rpynIe MHOKECTBEHHBIX BPOKJCHHHIX NOPOKOB PasBHTHS, THI HACJIE/O0BA-
HHSl KOTOPHIX HE COBCEM SCEH. : .

BrepBuie CHHAPOM OblI ONMHCAH HeMELKHM MeanarpoM BuaemanHoM #
aMepHKaHCKHM HcciaegoBaTeneM Beksutom B 1964 r. B Hacrosilee BpeMs
B JuTeparype omucano Gosee 200 GOJLHBIX C STHM CHHAPOMOM. STO O3HA-
yaer, YTO CHHAPOM BCTpedaeTcs AOCTATO4HO yacto. ITonyasuuoHHasr yacTo-

Prc. 1. Cungpom Braemanna-BekBnra. Bremnnit BHA peGenka (cayuaf 2).

Ta CHHApOMa HeH3BecTHa. CpelH HErpHTAHCKHX JeTel paHHEro BO3pacTa
Thorburn u coaBTopsl [10] oneruan ee opHeHTHpPOBOYHO Kak 1 Ha 13700 po-
nos. I'. M. Jlaswok [1] cuuras, uto cuuapom Bcrpedaercs y 1 us 10000—
12000 HOBOpPOXAEHHBIX. DMIOHPHYECKHHA DPHCK MOBTOPEHHS 3TOr0 CHHAPOMA
7—8%. ManbuHKH H JNEBOYKH GOJCIOT C OXHHAKOBOX UacCTOTOM.

OcHOBHEIE NPHSHAKH CHHAPOMa—3K30M(aloC ¥ MaKPOrJOCCHS, KOTO-
pHI€ BCTPEYAIOTCS NPAKTHYECKH y BCeX OGOJBHBIX HOBODOXKIEHHBIX. I'HraH-
TH3M SBJISIETCS MEHEE MOCTOSHHBIM NPH3HAKOM, KOTODHIA 4alle pa3BHBAETCH
mocrHataabeo [1]. °

Ilpr cmanpome BuueManna-BekBHTa OTMeuaeTcs 3HAYHTEJNLHOE YBEJH-
Y€HHe BHYTPEHHHX OPTaHOB: renaToMeralus, HedpoMeraJns, rHOepIJIasus
OCTPOBKOBOrO annaparta NOAXKeJyHXOYHOH Kejiesbl, rHneprpodus mOJOBOro:
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H7jena y MajJbYHKOB H' KJIHTOPa Y JAeBOHCK. KocTHbifi BO3PACT NPaKTHYECKH
BCerja Onepekaer XPOHOJOrHYECKHI [9].

CepbeaHslM OCJ0JKHCHHEM HEOHATAJBHOrO MepHoAa mpu chuapove Bu-
nemania-BekBuTa ABAAETCH THNOTAHKEMHS, KOTOPas, BO3MONHO, CJHAYMHT
IPUYHHOA YMCTBEHHOH OTCTA/MOCTH 4YaCTH 6OJbHBIX TPH HOPMAaJbHOM IICH-
x#ueckoM paspuTHI [5]. BO3HHKHOBEHHE THNOTIHKEMHH, B MIEPBYIO 0Yepesb,
CBSI3LIBAIOT C PHMEPNJA3Heli OCTPOBKOBOrO anmapara MOMAKENYIOYHOR XKe-
/e3bl, XOTS CHelHadbHLIEe HCCACA0BaHHA IHMOTIHKeMHYCCKHX COCTOSIHHI He
BBSIBHAH TOBBIUEHHA YPOBHSI HHCY.IHHA Y 3THX Goabuuix [6]. S1o BHI3BaNO
runoTe3y 0 BPOKIAEHHON Henporpeccipyiollefi AHCOYHKUHH runoranamyca,
He HOK/I0YAIouleHl BO3NMOKHOCTH KOHTPOAS CO CTOPOHb UEHTPANLHOK Heps-
HOH CHCTeMbl Haj yrneaonHuM roMeoCcTasoM, B YaCTHOCTH Haj CeKpeuuefl

‘raoxarona [I1].
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Puc. 2. Ieneanornvueckuii anaans | cayuas. lls-nynoqﬂaﬂ rpeiKa, yMmepaa or

HEeNpOXOAHMOCTH KHWOK; [lg-nynounas rpeka, ymepaa oT paka neyesw; I1-

fynmouHas TpeXa, yMepaa OT MOCAeonepauHoHHBX ocnoxkewenntt; I1lg-mymou-
Haft rpoixa; [Vy-npoGanx c cunapomom Brnemanna-Beksara.

[lpu cunpome Buiemanna- BekBHTa CyllecTBYeT CKJIOHHOCTb K Pa3BH-
THIO BHYTPHODIOLUIHKIX ONyXOJieH, NpPEHMYLISCTBEHHO 3JI0KAaYeCTBEHHBIX
(onyxoas Buabmca, pak HaanoueyHukos). OYeBHAHO, NATOJOrHYECKHE HPO-
HeoCHl, KoTopsie HabulogaloTcss npu CHuapoMe Buaemanna-Beksuta (amo-
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Puec. 3. Teneanormyeckni ananns I- leayyas. I1,-yep ot paka moukir, [I,- ymep

or paka nedenH, 1ll5, 5-nynounas rpea, IIIq-Kpynee peGerok ¢ mymou-

HOMl TpbUKei, yMep ©T NOC/eONepalHOHHEIX OC/A0XKHEHHT, IVg-npoGanx ¢ cus-
Apoyom Brnemanua-Beksnra,
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MaJabHBi# POCT, aHaNJasysd, runepuaasus, ranepTpodus) npeapacnonaraior”
K Bo3HMKHOBeHHIO omyxonei [1]. ITostomy Heo6xoaumMo nabawoieHHe 3a
9THMH GONBLHBIMH JAJA CBOGBPEMEHHOR AMArHOCTHKH BO3MOXKHBIX HOBOOGpa--
30BaHyil GPIOLIHOH MOJOCTH.

Jleyenne cuizpoma IMI cuMnToMaTiyecKoe. B cayyae xmpyprugeckoi
KODPeKLHH 10 TOBOAY NyNOYHOX IPHIKH HeoOXOAHMO YYHTHIBATE BO3MOXK-
HOCTh OCJIOZKHEHHsl B BHJAE IHNOIIHKeMHAH, a Takxke HeOOXQIHMOCTb NpHMe-
HEHHS NPOJOHrHPOBAHHOrO ajpeHaJjHHa, NpenapaToB KOPTHKOCTEPOHIHOrC:

pana uau AKTI [4].
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et Puc. 4.-Teneanorsuecknfi anazus III caydas. I,-nMen mynounyio IpeiXy, yMmep
OT paKa IeuenK; 1115,¢-BpOXeHAEE NAXOBHe H NyNOYAHe rpeukH; IVy-mans-
yuk BecoM 4000,0 c mymourofi rpuixel, H3BJeYeH BaKyyM-9KCTpaKIHeH, ymep

yepez 2 mus; IV,-mpoGanx c cupzpomom Bmaemanna-Bexsmra.

1=l

_Psn cayuaeB y cHOCOB OT HENOpaKeHHBIX DOANTENeH nosdsoiuad B. A..
MaxKbIOCHKY [2] OTHECTH CHHIPOM K DElecCHBHO HacJeAyeMuMm 3a6ojeBa-
wuaM. Wiedemann -[11] monyckaer Mbicab 06 yyacTdH (pakTopos CpeiH B
NOsIBJICHHH reHeTHyeckoro nedexra. Kosseff u coasroper [8] cumraior cuH-
apom Buremanna-BekBATa pesynbTaTOM OTCPOYEHHOM MYTALMH, T. €. MeX-
Ay TOJHOCTBIO MYTaHTHHIM H AWKHM aJUle]ieM CYLIeCTBYeT HecTabHabHas
npemyradmHas ¢opma. HocuTenn Takoro annens caMH (QEHOTHIHYECKH.
HOPMaJbHE, HO B pesy/bTaTe TEJOMyTaluH 3Ta (opma Jerko mpespa-
LlaeTcsi B NDOMHOCTbIO MyTaHTHylo. Herrmann u coasT. [7] oTMewaioT, 4TO
GosbHBIE C CHHAPOMOM BHIemaHa-BekBHTa sBASIOTCS AETHMH JKEHIIHH-HO-
CHTEJIbHHI, CBS3HIBas BOSHHKHOBEHHE TEJIOMYTALHH C OBOreHe3oM. Berry u
coaBT. [3] BHIABHHYJH H ADYryi0 BO3MOXHOCTh M€HETHYECKOH JeTepMHUHALHH.
3TOT0 CHHAPOMAa—MYJIbTH(PAKTOPHANBHEIA TeHes C IOV I eHH HM HacJe/ACT-
BEHHBLIM KOMIIOHEHTOM.

B perucrpe BpOXKIEHHHX NOPOKOB Da3BHTHS Apueﬂnn CO31aHHOM B
HHUU axymepcrsa u runexonorun aM. H. K. Kpyncko#, no ropoay Epesany
B 1982—1983 rr. saperacTpupoBano 4 caydas cuHapoMa Buremanna-Bex-
BuTa cpemu 43695 pommBmuxcs. Yacrora CHHADOMA IIPH STOM COCTaBHIA
0,1 ma 1000 poxnenn#t uan 1 cayyah sa 10924 poxneHus.

IIpuBoABEM ONHCaHHE STHX CJyYaes.

1 cayuai. Ilpobasn Myxckoro nosa, poxmnaca 12/I11 1982 r. or III GepeMeHHOCTH,
II ponos Becom 3800, 0,poctom 51 cu. Marepr 31, oty 35 JieT, COCTOAT B KPOBHO-DOJCTBEH-
HOM Gpake (Tpoloponnble chGch). BepemenHOCTh mpoTekasa HopMaabBo. IlpH pokaeHAs y
HOBOPOXXJEHHOrO BHISBJEHH O0OJBIIOE KOJHYECTBO MHrMEHTHHX HEBYCOB Ha JIHIE H Tele,.

\
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nynouHas rpeixa. Hepes 5 mecsues peGenos secwn 10 k2, pocr 70 ca.
Tipit maabnauHy MpOLLYNbIBanach yBeJHYeHHAs Nededb. YMep B 5-MECAHHOM BO3pacte mocie
onepaudn O MOBOAY TIpBIXCH. TIpH BCKPHITHH BHFB/EHH TENaTOMEranust W Hepomerasus.
Temeazornueckaii aHajns BHSBHJ Yy POACTBEHHHKOB CJayHan NyNOYHONK TPHIKH H BHYTpH-
Gpm;'lm:: ;:y:;?“l.'lpoﬁana wenckoro moaa, poawics 6/VII 1982 r. or II Gepemennocts,
II pozos, secom 4700,0, pocTOM 54 cm. Marepn 25, oty 30 JieT, COCTOAT B KPOBHOPOJACTBEH-
HoM Opake (TpolOpoOAHbIE cnGen). Bepemennoctsh npotekana Ges ocaoxuennit. Ilpn poxae-
HH y HOBOPOMEHHOH BWABJEHH CI/BHO PAa3BHTAR MOAKOKHAR KieTyaTKa, Goabmye yui-
HHe PAaKOBHHB C BepTHKAJBHBLIMH Gopo3AKadMIl HA MOMKAX, GOALIION S3ILK, MYNOYUHAH FPbi-
sa. [exeanorHueckuii aHaJu3 BHISBHJA Y POACTBEHHHKOB TYIMOWHLE PBUKA H BHYTPHOpIOLI-
uble OnmyXxoJH. PeGeloK B, B 2 roia BecHT 14,5 w2, poct 90 car
Il caywaii IIpo6ana #KeHCKOro NoJa, poAHJCH 26/1 1983 r. ot IV GepemeHHOCTH,
111 ponos, Becom 4100,0, pocTom 55 cM. Martepu 26, otiiy 30 ser. Poacreentoro Gpaka mer.
BepesesHOCTh MpOTEKana TrJIaAKO. [pH pOKAEHHH Yy HOBOPOMKACHHOIl BBIABJACHH BEPTH-
KanbHole GOPO3AKH HA MouKax yuef, 60Ab1LOIT _Bucylgy'mn A3KIK, NYNOYHAs rpbixa, me-
~eHb, NPOUIYNHBAIMAACH HA 2 NONEPeYlsX naibila HHXKe peGepHOft AyrH, rHnepTpodus
kanropa. [TpoGana ymep depea 3 Mecsiua rocde POXKAEHHs OT NHEBMOHHH. BeKpuTHs ue
npon3soanaock, B remeanorni— poAHBiIHAcs Becom 4000,0, ¢ mynounoii rpuixKeii, uasacven®
HBIft BakyyM-sKcTpakunefi, ymeplunfi depes 2 Aaus cuGe. He uckmouaercs Hammume y mHero
Toro e cuiapoma. Kpome TOro, BHIABJIEHH MYNMOYHBIE TPHIKH Y POACTBEHHHKOB MATEpH.
IV cayuaii Ipo6ana KeHckoro moja, poawacs 13/X 1983 r. or II Gepemennocr,
II posos, Becom 40000, poctom 52 ca. Marepn 28, oty 36 ser. Poacrsensoro Gpaka Her.
BepesmeHHOCTh npoTekana rnaaako. IIpH poXKAeHHH y HOBOPOMAEHHON BHISBJEHBI GOALLION
A3BIK H mynoyHast rpuixka. B 10 mecsues peGenok secia 12 xe, poer 75 cm. eneanorus Ges
0COGeHHOCTEH.

ysenuueHHBI A3BIK,

Taxum obpa3oM, B MEPBBHIX TPeX cayyasx (poacTBeHHbl Gpak B mep-
BBIX ABYX CJy4asiX, aHaJlOrHYHas NMaToJIOTHA y CHGCa B TPeThem CJy4ae) Bbl-
SIBJIEHHbl€ HAaMH AAaHHbIE NO3BOJIAIOT FOBOPHThH 00 ayTOCOMHO-PELECCHBHOM
THIE€ HaCJEAOBAaHHS, YTO MO3BOJISIET NPOBOAMTH MEIHKO-reHETHUECKOE KOH-
Cy/AbTHPOBaHHE IPH AAHHOH NMATOJNIOTHH MO MOBOAY INpPOrHO3a NOTOMCTBA
TakK, KaK IPH ayTOCOMHO-DEleCCHBHBIX 3aboseBanusx. IV cayuahr moxer
ObITb OUEHEH HAMH KaK pPesyJbTaT AOMHHAHTHOH MYTallHH.

DTH ceMbH B3STH 104 AHCTaHCEpHOE Habmoienue. Pabora perscTpa
npososikaencs. BoamokHO, YyTO HakomieHHe GOJBIIOrO MaTepHana MO3BO-

JHT CAJaTb ONpPEAENICHHLIE BBIBOAKI O THIE HaCJeTOBaHHA NnpH JaHHO# ma-
TOJIOTHH,

HHH akywepcTsa ¥ rHHEKOJIOTHH
um. H. K. Kpymckoir M3 Apm CCP Tocrynuna 27/111 1984 r.

L. o, QNRPLASUYL, k. U. 30180, % U. ULArNSUL
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N. P. ZURABIAN, E. S. YOLIAN, G. A. MEGROJAN
SYNDROME OF WIEDEMANN-BECKWIT

It 1s observed the frequency of syndrome of Wiedemann-Beckwit
among newborns of Yerevan city, which consists of 0,1 from 1000 or 1
from 10924 newborns.

The families with this syndrome are taken under dispensary inves-
tigation.

The data about the type of heridity of this syndrome are brought.
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. [I. EHIYTKHH, A. T. AJIJIABEPIOSH, H. A. CAMOHSH

O HEKOTOPbIX OCOBEHHOCTSX ATEJIEKTA30B
HOBOPOXXIEHHBIX

IpoBefeHo HCCAENOBAHHE TAHATOJIOIHYECKOro 3HAYEHHH JEroYHbIX aTeJleKTa30B B me-
DHHATAJMbHONl CMEPTHOCTH HOBOPOMKAGHHHIX, & TaKiKe NpEACTaBJCHA HX KaacCHOHKaIHS.

B TpaKTOBKE aTeNeKTa30B HOBOPOXZEGHHBIX OTYETAHBO IPOCJHEXKH-
BaeTcsl TecHas CBfi3b (DU3HOJOTHYECKOro H NaTOJOrH4IEecKkoro Hayads, Ilocie
POXKIEHHS NPH NEPBOM BJOXEe HAYHHAETCH NPOLECC PAaCNpaBJeHUs JEerkHx,
KOTOpHIfi B cpe/iHeM JJIHTCS B TeueHHe 48 uacoB [4, 7]. OxHako ouaXkKu
TIEPBHYHOTO aTeJieKTasa MOTYT COXPaHSTHOS OTHOCHTENBHO XOJIr0, OCOGEHHO
Y HeloHOWeHHBIX Aeredi [6], a y HOBOPOMKIGHHBEIX, TEPEHECINHX TPaBMY,—
.0—10 aneit [5]. B nerkHx HOBOPOZKAEHHLIX YaCTO BBHIABJISIOTCS BTOPHYHEIE
are/ieKkTashl, B (DOPMHDOBAHHH KOTOPHIX GOJbilOe 3HAYEHHE TIPHAAETCs ac-
NHPAUHH OKOJOIVIOAHKIX BOJ H COAep:KHMOro pogoBeix nmyte# [1]. Ommako
HapaAy ¢ STHM BCTPEYalOTCS TaKiKe «UHCTHIE» BTOPHYHBIE aTesJekTass [3].
Bonpoc nupgepenunanpbuofi JTHAPHOCTHKH NMEPBHYHBLIX H BTOPHUHBIX aTeJseK-
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