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H. I1. 3YPABSIH, 3. C. EOJIsIH, H. B. CAMOHSH, 3. H. OTAHOB
CUHIPOM ITATAY CPEIX HOBOPO)XIEHHBIX r. EPEBAHA

Hayuena nonyasusonnas vwacroTa cuHapoma Ilatay cpean HoBopoxaenHnix r. Epesa-
Ha B PerHcTpe BPOXKAEHHLIX NOPOKOB pa3sHTHS B Apym  CCP. Ilpencraniena KIHHHYECKAs re-
" TeporenHoctb npH cHrapose IlaTay Ha OcHOBe AETaJbHOro KAHHBHKO-MOP(OMOrHYecKoro oG-
¢/ 0BaHKA HOBOPOJKAEHHHIX H IHTOrEHeTHYECKOro HCCACAOBaHHS KPOBH.

Cuugpom [Ilatay, uau cHHapom TpHcoMHH 13, npexacrasaser coGoil
KOMIJIEKC MHOZKECTBEHHLIX BPOXKICHHBIX NOPOKOB Pa3sBHTHSA, OOYyCJIOBJEH-
Helx go6aBoyHort xpomocomoit 13-fi mapu. CHHAPOM NOAPOGHO ONHCaH H
Bbiie/IeH B CaMOCTOSITeNbHYIO HO3oJorHueckyio dopmy B 1960 r. K. ITartay
¥ CO4aBTOPaMH. :

Cunapom [latay BCTpeyaercst B OCHOBHOM B JABYX IHTOTEHETHYECKHX.

BapHANTaX: B BHJE IPOCTOA TPHCOMHH H POGEPTCOHOBCKOA TPAHCJIOKALHH,
HO (PEHOTHNHYECKOE NPOSBJECHHE HBYX OCHOBHHIX ()OpPM CHHAPOMAa OAHHA-
xopo. CyIeCTBYIOT TaKXKe MO3aHuHble, 6ojee peiko BcTpewaloutnecs (op-
M. Jletn ¢ cunapomom Ilatay poxaaioTcss ¢ HCTHHHOR NpeHaTaJbHOH TH-
nonsasuert. Cpexnss Macca Tesa Takux gere#t 2545--56 2. Ilpenaranbnas
rHIoNIasus 06bACHAETCA HE TOJNbKO HEJOHOIUIEHHOCTBIO, MOCKOJIBKY CPeRHHIT
CpoK GepemeHHOCTH TpH TpHCOMHH 13 cocraBaser 38,3+0,24 memenn [3].
XapaKTepHLIM OCJOXKHEHHeM OepeMEHHOCTH fABJSETCS MHOTrOBOJAHE, BCTpe-
yaloueecss B 44% cayuaes npH 317oM cHHapome [5]. MaabYHKH H J@BOYKH
10PaXKaloTCsi NPaKTHIECKH C OJHHAKOBOH YacToTo# [7]. JleTH C CHHAPOMOM
[TaTay >xusyt nepoaro (909% ymupaioT B Bospacte 10 1 roaa, npuuem 40% —
R NepHHATaJbLHOM NEPHOAE).

@DeHOTHI CHHAPOMA HACTOJNbKO THIHYEH, YTO MO3BOJSCT MO BHEIIHEMY

BHAY pe6eHKa NpeAnoJIOKHTD 3a00JieBaHHe HJIH Jaxe JHarHOCTHPOBATh €ro.-

3arparuBaioTCsi NMOYTH BCE OPraHbl H CHCTEMBL AHOMaJHH yepena H
JIHUA: yMepeHHass MHKpouedaJHs CO CKOWIEHHBIM J60M, OJH3KO pacroJio-
JIOJKGHHBIE Y3KHE TVIagHble IIEJH, 3amaBliee MepeHOChe, HA3KO PaCIOoJIONKeH-
Heie ¥ Je(OPMHPOBAHHBIE YUIHBIE PAKOBHHBI C IHIONMJIa3HPOBAHHBIM KO3eJ-
KOM, JedeKThl CKaJbma Ha Koxe rojoBnl. OAHHM H3 cneuHgpHYECKHX
TIOPOKOB SIBJIAIOTCS! PACIIENHHBl JHIEBHX CTPYKTYp (rybnl H Heba), H B 3a-
BHCHMOCTH OT 3TOro BBIAEJSIOTCS JABa BapHaHTa CHHApoma, I THm—c pac-
ueTHHaMH- ry6nl B He6a (xefiyornaTonasartocxusoMm) M II Ten—6e3 paciie-
JIHH JIHUEBBIX CTPYKTyp. PacimieanHsl oObIYHO JABYCTODOHHHE C COXpaHe-
HHEM OCTaTKOB 3MOpHOHAJBbHBIX CPEJIHHHBIX HOCOBHIX OTpOCTKOB [8].

W3 aHoManu#i KOCTHO-MBHINEYHOH CHCTEMBI HaHOoJee NMOCTOFHHEI MOJH-
NaKTHAAs, (JaekcopHoe mosoxeHne KHcTeH. IlonupaxkTHiads OORIUHO ABY-
CTODOHHSSA, 4Yallle BEpXHAS, yJbHapHas, pexke HHXHAS, Kak ¢ GubynspHoil,
TaK H ¢ THOHaAbHOM cTOpoHH. II—IV maabusl yacTo mMpHBENEHH K JaJOHH
¥ mepekpuiTel I H V maasnamd. Co CTOPOHH rila3 OTMEYaeTcss MHKpO-
¢ranbMus, Komo6oMa H NMOMyTHeHHe porosHinl. Kak npasuao, HEeHTpalb-
Had HEepPBHAs CHCTEMa NpH TPHCOMHH 13 mopakaercs Bo Bcex cayuasx. Hau-
Gonee wacTo oTMeyaercss apHHIHUe]aJHs B COYETAHHH C MHKpouedaJsHeH,
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anJiasHell WAH THIONJAsHeli 3PHTEJbHBIX HEPBOB, amlyiasuedi WJIH rHronJa-
. aneli Mozosuctoro Teaa [9]. YacThl annasMs M THNOMJA3HA  MO3XKeuka,
CTPYKTypHHE HApyWEHHs €ro CTPOCHHH, BHAHMBIC Heaoopyx(euuu.m rJ1asom
Ha nomepeuHBX cpesax yepes nMoJymapHs B BHIE GesecoBaThHIX 0¥aKKOB B
Genom BeliecTBe H B 06aacTH 3y6uaTHX sifep, ABJSIOUIHXCA reTepOTONHAMM
KJIeTOK 9MOpPHOHAJLHOTO 3epHHCTOrO c/iosi [4]. BpoaeHHHE NOPOKH cepi-
wa Berpeyalores y 80% Zetefr. Bexymumn npu cuuzpome Ilatay siBisior-
cs nedeKTh MEeXIKeayA0uKOBOH H MEXTIPe/ICepIHOH MePeropoJiok, KOTophie
B GOJNBLLIMHCTBE CJAyyaeB OKAa3bIBAIOTCS KOMIIOHEHTOM CJOZKHBIX IOPOKOR
[3]. HOasi ;eTedr ¢ CHHAPOMOM [latay xapakTepHa Hepe3KO BhIparKeHHas
runomiasua jgerkux [2]. Tlopokd pasBHTHS OpraHoB IHIIEBAapPEHHsA perii-
CTPHPYIOTCH y Ka)Ioro BTOPOro pebGenka c cunapomom [latay: Hesasep-
LIeHHBIfl TIOBOPOT KHUIEYHHKAE, (PHOPO3HO-KHCTO3HBIE H3MEHEHHs TOJKeJy-
JIOYHOI Jesessl, AHBepTHKYN Mexkkeass H ap. Co CTOPOHLI MOYEBOM CHCTe-
MBI 9acThl TIOPOKH NOYeK (KHCThI, NOBBIMIEHHAS A0JbYaTOCTh, rHAPOHE(HPO3)
B coueTaHHH HJH 6e3 coyeTaHHsi C NOPOKAMH MOYETOYHHKOB (aTpe3Hsi HJs
cTeHos, yABoeHHs). Vi3 NMOpOKOB MOJIOBEIX OpraHoB npH chnapome Ilatay
yacThl KPHNTOPXH3M, THIONJIA3HS MOJOBOTO YJ€Ha, THNOCHAJAHs y MaJbuyH-
KOB H YABOCHHE MaTKH H BJarajHia y nepoyex. [lonyasiuuonnas wacrora
cunzpoma IMaray cocrasaser 0,07—0,11 na 1000 posxenn#t wau 1| cayuai na
7874—9170 poxnpennit [1, 6].

BrisiBJIeHHE H JKarHOCTHpOBaHHE cHuApoma [latay cpeau MBIIP ume-
eT KaK TeOPETHYECKOE (s reHETHYECKOro MOHHTOPHHra), TaK H NpaKTH-
yeckoe 3HayeHHe (AJis FEHETHYECKOH KOHCYJbTAlHA CeMel C POXKACHHEM
aerei ¢ MBIIP, onpeneneHHsi NporHo3a NOTOMCTBA H METOAa NpeHaTalib-
HOM JHArHOCTHKH). .

ITpu naGopaToOpHH MEXHKO-FeHETHYECKOro KOHCYJbTHpoBauus HHUM
axymepcrsa ¥ ruHekoyorai M3 Apm. CCP (yHKUHOHHDYET PerHcTp BPOXK-
AEHHHIX TIOPOKOB Da3BHTHS, NA€ PETHCTPHPYIOTCA M OOC/IELYIOTCS BCE POK-
aenusi gereit ¢ BIIP B Apmennn. IlpoBeneHHe KJIHHHKO-réHeaJOrHyYecKOro,
NaTOrKCTOJIOTHYECKOr0 H IHTOr€HETHYECKOro 06C/Ie/IOBaHHE HOBOPOKACHHEIX
¢ MBIIP nossosiu/o HaM BHABATh 3 caydas chHapoMa Ilatay B r. Epesane.
HacTtoTa CHHAPOMa CPEH NMONYJSUHA HOBOPOXKAeHHHIX I. EpeBana npu stom
cocraBana 0,09 na 1000 poxpenmi.

Huxe nprBoanTcs onncanue 3 cayyaeB cHHapoma [laTtay.

Cayuait 1. Heroprs poxos 14. Meprsuifi Manbunk poguicst 2/I—82 r. or Tpetneit Ge-
DEMEHHOCTH, OC/IOXKHHBLIEHCH MHOrOBOJHEM NPH CPOYHHX pofax. Macca npH poXKAEHHN
2600,0, pocr 48 cm, okpyxHOCTh ronossl 30 ca, OKPYXHOCTS rpyau 32 ci. Marepn 32
roga, mees. Ortny 36 ner, paGounil Ha XHMHYECKOM KOMOHHATE, B DONCTBEHHOM Gpake e
cocrosr. 1 GepeMeHHOCTh 3aKOHUHJACh HODPMaJbHHIME CDOYHHMHE poxamu, II Gepesen-
HOCTB—CAMONPOH3BOJILHEIM BEIKHABILIEM Ha JBYXMECSYHOM cpoke. [I'eHeanorHs Ge3 o0co-
GeHHOCTEN. - ; : ' '

Ilpn ocmoTpe OGHapy:KeHH: BHpa)KenHas TPHroHouedamus, AedOPMHPOBAHHEE, CO CBII-
CAIOMHM 3aBHTKOM, PACNOJOKEHHHE Ha PasHHX YPOBHAX YIIHHE DAKOBHHLI, THNOTEJNOPH3M,
MHKPO(TaJbMHSA COpaBa, MINPOKOe OCHOBAHNE HOCA, ABYCTOPOHHAS pACIIeNHHA TyOH, pac-
mennna Heba, NOCTAKCHAJBHAA NOJHAAKTHIHS 06eHX KHcTefl, THNOIJASHA TMOJOBOrO WJEHA.

TIps BCKPHTHH OGHapyXKeHBI: MHKpOUehajHs, MHKDOLHDHS, apHHsSHUedAaNHd, rHNOmIa-
SHA MO3XKeuKa, Ne(eKT MEXNpe[CEepAHOH H MENOKeNyAOuUKOBOH NEeperopofioK ¢ MepeHCTH-
POBaHHeM TPYHKYCA, HesaBeplleHHHt NOBODOT KHINEYHHKA, MOJAHKHCTOS (04K, JBYCTOPOH~
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wuit kpunTopxusM. dro Tunmukas Aas | tuna cumaposme IMatay kamimko-mopdoaormvecxas
KapTHHA.

Cayaaft 2. Hctopus poaos 286/243. Mepreuit Maabuik poauacs 15/I—82 r. or mep-
BoA GepemenHocTH Ha 32-neaeabHOM cpoke Maccoft 2050,0, poctom 41 cit, OKDYAHOCTEIO
ronops 29 ci, OKpyKHOCTHIO rpyad 26 cu. Matepn 22 roma, crydentka. Otny 25 Jer,
unxenep. Poacrsennoro Gpaka Her. B remea’oras 3 MepTBODOAKJEHHS HEH3BECTHONl 3THO-
JIOFHH.

Puc. 1. Cn-unpoﬁ H;Té§; Buéf;u.ﬁ l;tin bésen;(a (cayqai 2).

Ilpn ocMoTpe nmpoGaHia OGHAapyIKeHH: Joauxouedaiueckasi (opma depena, yMeHb-
TIeHHBe, CO Cria’KeHHBIM PHCYHKOM YUIHHE DAKOBHHBI, CTEHO3 CJYXOBOro NpOXoJa, sanaBmiee
nepeHocke, MHKPO(TANbMHS, CTEN0S HOCOCJAE3HOro KaHana, WeAHB NTepHrHyM, GpaxHiax-
THAHSA C TIOCTAKCHAJBHOM MOJHAAKTHAHEH H MATKOTKAHHOA CHHAAKTHJAHeX KHCTel, THOOIUIA-
3H7 Hortefl BepXHHX KOHeYHOCTefl, KOHTPaKTypa rOJIEHOCTONHBIX CYCTaBOB, alJasHs KocTed
NPeAIUTIOCHH, KOCOJANOCTh, AHOHHXHSA HAa HHIXXHHX KOHEYHOCTSX, FHINONJA3HA I0JOBOro Wie-
ua, pumos (pme. 1).

IIpx BCKPHITHH OGHADYJKEHBI: THNOMJIA3HA MO3KeYyKa, THNONIA3HA JerkHX, AOJbYaTHE
NOYKH, AHOPXHIHA.

JanHast KAHHHKO-MOp(OJOrHYecKas KapThHHa THNH9HAa aaa II THna camapoma Ilatay.

Cayuait 3. Hcroprs poaos 820. JKusoft mansyek poamics 13 mas 1983 r. or mepsoi
GepeMEHHOCTH IIDH CPOYRBIX poxax.. Macca npu poxaenan 3000,0, poct 50 ca, oxpyxKHOCTH
rosioBsl 36 cm, OKpyxHOCTh rpyAn 32 cs. Marepr 20 jer, cexkperapmia B CeJbCOBETE.
Oty 25 ner, ciynent. I'eneanorns Gea ocoGeHHOCTeH.

Ilpr ocmoTpe O6Hapy»eHH: AoJHXOUedasHYecKoR (OPMBI roJIOBKa, Ae(OpPMHDOBAHHEE,
TIOMATHE, PACcNOJOKeHHHe Ha PasHREIX YPOBHSAX YIIHKE DAKOBHHH, PDETPOTHATHS, BHICOKOE
160, HCKDHBJIEHHE KHCTel C HempaBHJbLHHIM DACIOJOXKEeHHeM NajbleB, pasHas TOJIIHHA
Nansies, BHBAX Ta3oOeJpeHHHX CYCTaBOB, SKBHHO-BapycHas mosuuus crom (pHc. 2, 3).

B namHOM cay9ae TOJIBKO TIO KJIHHEKO-MOP(OJIOrHUECKOX XapTHHE IOCTaBHTH JHArHO3
cunapoma Ilaray TpyAHO, Tak KaK OTCYTCTBYIOT THNHYHHE AJS TPHCOMHE 13 CHMOTOMEL.

Ias OXOHYaTeNLHOM NOCTAHOBKH AHArHO3a y mpoGarfa GHJl TIpOBENEH IIHTOreHEeTH-
YeCKHi aHanu3. MarepnanoM HCC/eNOBAHHA sSBHJAACH LeabHAs NepH(pepHYecKas KpoBb.
KyabTHBHEpOBaHHE XJIETOK KDOBH NPOBOAMJM NO MeToxuke Xamrepdopaa B TeuenHe 72 ua-
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COB J TpHrOTOBJEHHeM npenaparos xpomocoM. Hcnoab3osamn MeTox AuddepernHaILHO-
To OKpamuBanus xpomocom (G-banding) c mocrenywomuM q:ororpaqmpounueu H NAEHTH-

\ ‘

%

I

Pne. 3. Cunnpou IMatay. Hauenemxe xnc'ren (cnyqaﬂ 3)

¢uxanue# xpomocoM. Ha ocroBanul NPOBEJIEHHOro Mera)asHoro aHaaH3a XpOMOCOM Bh-
fABeHa peryaapuas TpucoMus I ;.. Taxnm 06pa3oM, XpOMOCOMHAsS KOHCTHTYNHS npoGai-
za coorsercrsosana—A47,XY, Il 3+ (cunapon ITatay).

Ha ocHOBe BHHIEH3J0KEHOTO NOKa3aHa KJHHHYECKas re'reporenﬁocrb
NpH CHHAPOME I'Ia'ray H Heo6X0JHMOCTh KOMILIEKCHOro 06C/IelOBaHHs HOBO-
poxzaenHnix ¢ BIIP c o6s3aTe/ibHBIM HHTOrGHETHYECKHM HCCIELOBaHHEM
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KPOBH MJSA npaaunbuoﬁ nocranoaxq AHAr{Ho3a H MNpPaBHJABHOIO MEAHKO-re-
HETHHCCKOro KOHCYJBTHDOBAHHA HX cemed.

HWH akywepcrea u runexonorad uM. H. K. Kpynckof,
M3 Apu. CCP Mocrynuaa 17/X1 1983 r.

V. %, ANPPURSLYL k. U. 8NL3UY, b. <. UMUNLSUY, k. W 03U,
QUSUNRE UPLHPAULR BPOYUY LUIULE LNPLDRLLLLR UNS
Msnadliwnfppfuwd b Nwwmwnef wpbgnndf epnyngwghnh $wlufuwloine-
Fymip Uplwh punguph Gnpwdhibbnf dnwm, phwéfl wpuwmbhpl abhghumpnuds
Ubplyw pugwé b upbgondfe  lyppbpluwlul  Shnbpngbinef jmdip Gplifiln-
dnpfhnpngpulul b ghnnghbhnpl Sbnwgnmnf pmedibbpns

N. P. ZURABIAN, E. A. YOLIAN, E. V., SIMONIAN, E. N. OGANOV

PATAU SYNDROME AMONG THE NEWBORNS OF YEREVAN

The frequency rate of Patau syndrcme of newborns in Yerevar
city in the registration of congenital malformation has been studled.
It 1s Introduced the clinical heterogenlty of syndrome with clinlico-mor-

phological and cytogenetic observation.
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BJIMAHUE KIIUMATO-TEOTPA®HYECKHUX ®AKTOPOB HA
®YHKLIMOHAJIbHOE COCTOAHUE BOOUTEJIEM HA
TPACCAX C BOJIBIIMM ITEPEINAIOM BbICOT

ITpoBeseno HccnenoBaHAe (YHKIHOHAJNLHONO COCTOSIHHA HEPBHOE CHCTEMBl BOXHTENeil
¥a TpaccaXx @NpH Mnepemaje BeicoT. Mayuanuce BereratBHnle peakuad, K[, Al a
TaKKe mncuxonornveckuft Tect «BHHMaunne». Cpenansl NPaKTHYECKHe BHBOAH O HeoGXo-
AUMOCTH MNpEApeAcOBOr0 OCMOTPa BOAHTeNeHk H AH(depeHUHPOBARHON PACCTAHOBKH NPEAY-
NpefHTeNbHBX K OrpaHHYHBAIOMHX 3HAKOB HA DasHHIX BHICOTAX.
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