The stimulating effect of local hypothermia on the contractile fun-
ction of the uterus is revealed, where serotonin participates as well. The
study of serotonin content can be recommended for control of the ef-
fectivity of apclicatlion of local hypothermia.
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CUHJPOM VJIbPUXA-HYHAHA ¥V HOBOPO)XJAEHHBIX

DenoTHNHYECKHE NPH3HAKH, XapaKTePH3YIOUlHEe CHHAPOM YJbpHXa-
Hynana snepsnie 6un onucanst O. Ullrich 3 1930 r. y 8-netHeft n1eBouKH.
Ionyasiunonnas yactota cugapomMa Yabpuxa-Hynana B Mockse cocrasu-
da 1 caywafi wa 20000 poxnennir [2].

Hamu BuisiBIeHa NOMyJsSUHOHHAS 4acToTa CHHApoMa Yubpunxa-Hynana
8 r. Epesane, koropasi cocrasuia 0,03 va 1000 poxaenu#t. Cpenunéi Bo3-
pact martepedi, HMeBIIHX Jerell ¢ cHHApoMOM Yuabpuxa-HyHaua, cocraBui
27,5 ner, orios—34 rojaa. Beicokuii cpeHuAi BO3pacT OTLOB yXe YKaabiBa-
€T Ha HaJHYHE AOMHHAHTHHIX MyTauHi. Mbul npeacTaB/isieM reHeaJOrHio oj-
HOfi ceMbH, B KoTOpoi#i 6abylika, MaTh H TpPoe AeTedl CTPajfaloT CHHAPOMOM
Yabpuxa-Hynana. Cembst ob6paThiach B pecnyGJIHKaHCKYIO MEAHKO-TEHEeTH-
YeCKyi0 KOHCYJbTAIMIO IO HaNpaBJEHHIO pecny6JHKaHCKOrO AETCKOro NCH-
XOHEBPOJIOrHYECKOr0 JAHCNaHCepa B CBASH C YMCTBEHHOA OTCTaJOCTbIO ABYX
Aetefi. O6GcaenoBanne BHISIBHJIO AHAJOTHYHBIE (DEHOTHNHYECKHE H3MEHEHHA
y NATH YJIEHOB JaHHOH CeMbH TPH HOPMaJLbHOM KapHOTHIE, YTO OIpeje-
JIEHHO YKa3hlBaeT Ha ayTOCOMHO-AOMHHaHTHHIA THI HacJeJOBAaHHA NpPH AaH
HOH NaTOJNIOTHH. | )

YMcTBeHHAs orcrajocTh NpH cHHApoMe Yabprxa-Hynana wua6uroga-
erTcsl He y Bcex GoabHBIX. MMeloTest JiHlla KaK C BHICOKHM HHTEJIEKTOM, TaK
H ¢ riay6oKHM HHTENJEeKTyaJbHBIM HEAOpa3sBHTHeM. Yallle yMCTBEHHas OT-
cTajocTh Hepeskas. HamMu yMcTBEeHHasi OTCTaJOCTh BhisgBJaeHa B 66,7% cay-
yaes. denornn npu cunapome Yisrpuxa-HyHaua, coracHO JIHTEpaTypHBIM
JAaHHBIM H HAIUKM HaGII0JeHHAM, npeicTaBlieH rHneprenopusmowm (83,3%),
snHKkauToM (58,3%), auTHMOHroJoHIHBIM pa3pe3oMraas (83,3%), nTo3zou
(66,7%), mukpornatueii (66,7%), ckaazuaTHM 32BHTKOM YIIHBIX DaKOBHH
(83,3%), HH3KO pacmoJIOKEHHBIMH yLIHLIMH pakoBuHamu (66,7%), apko-
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BimHLM meboym (58,3%), napymwenwsimn ipukyca (50%), Muommedt u Ko
cornasuem (58,3%), HH3KHM POCTOM BOJOC HAa 3aThiJIKe (83,3%), xpbia0:
BHAHBIMH ckAaakamn Ha wee (83,3%), mHTOO6Pa3HOH IPYAHOH KJIETKOH
WHPOKo paccraBieHHbiMH cockaMH (75%), Huakum poctoM (75%), Baab
rycHoft nedopmaunest cycrasoB (83,3%), nepupepHuecKHM ﬂHMQaTH‘Ie
CKHM oTekoM (33,3%), MOpoKaMH cepila H KPyNHLIX COCYAOB (50%), no-
POKaMu moueBnBosuiell cHereMbl (25%), OAHOCTOPOHHHM HJH ABYCTODPOH
HHM KpHnTOpXH3MOM y MyxuuH (70%), nepBHYHOH HAH paHHeA BTOPHY
HOft ameHopeeii y xenmun (58,3%). . '

HecmoTps Ha KiHHHYeCKH cXOAHbIA ¢eHoTHn c¢ cuHapomom Illepewes
ckoro-TepHepa jeTanbHbi aHaJH3 MO3BOJSET AH((EPeHUHPOBATL CHH
Apom  Yabpuxa-Hynawa. [Has CHHApOMA Y.nbpnxa-HyHaHg Xa
PaKTepeH cTeHo3 JerouyHodl aprepus, a asm cunapoMa Ilepeufescko-
ro-TepHepa—KoapKrauust  aopTel.  JlepMaroranduyeckHe uccJen0Ba
s npm  curapome Ilepewesckoro-TepHepa  BHABJAAIT  AHCTaJb
HOE PacmoJIOXKeHHEe OCCBOTO TPHPaiHMyca, MONEPeyHyio JIalOHHYIO CK/ajKy
yBeJHyeHHe YacTOTH Y30pOB B 0O/NacTH THNOTEHAapad, BHICOKHA rpe6HeBo]
cuer, yero He GmBaer npd cHHApome Yabpuxa-Hywana. Ho aas okonua
TeJBHOro JHarHo3a 00653aTeJbHO LHTOTEHETHYECKOe HCCJ/e/J0BaHHe, BhIsB
Jistioliee HOpMaJbHBIA KapHOTHIIL.

Takum 06pasoM, MOAPOGHOE K/IHHHKO-MOP(OJIOTHYECKOE, TreHeaJIorH
YECKOe W LHTOreHeTHYecKoe o6CJe/lOBaHHE B KaXKIOM KOHKDETHOM Clyyas
Syner crioco6CTBOBATh NMPAaBHJbLHOA IIOCTAHOBKE JHArHO3a H TIPOBEACHA
COOTBETCTBYIOIIEr0 MEAHKO-TEHeTHYGCKOro KOHCYJbTHPOBaHHUA.

Apusrckaft HULL no oxpaHe 310poBbsi MaTepH H peGeHka IMocrynuaa 16/1 1992 r,
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N. P. Zurabian, H. G, anejgn, I. V. Simonian
Ullrich-Noonan Syndrome

It is discovered Ullrich-Nooman syndrom’s frequency in Yerevan.
It Is shown frequency of different symptoms at that syndrome. Th
autosom-dominant genetical form Is discribed.
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CHHIPOM CMHTA-JIEMJ/IHU-OITUTLA ¥ HOBOPO)XIEHHBIX

Cunapom Cwmura-Jlemnn-Onutua Bnepsmie omucan B 1964 r. [2].
IMonyasunonHas yactota storo cHuApoma B Kanage, no JaHHBIM JH-
tepatypnl [11], cocraBuna 1 caysat ma 20000 poxzaenméi. B permcrpe
BPOJKJAEGHHBIX MOPOKOB DA3BHTHA NPH pecnyOJHKaHCKOA MeIHKO-TeHeTHYe-
CKON KOHCYJbTALHH HaMH BHISIBJIEHAa MNONYJSUHOHHAs YacTOTa 3TOTO CHH-
apoma B r. EpeBane, xortopas cocrasuia 0,03 xa 1000 pdmneunﬂ. Yacrera
JTOr0 CHHApPOMa cpeau Jered, ymepmux po 1 roma, cocraBusna 1 cayuait
Ha 983. [IpuunHaMu cMepTH npH cHHApoMme CmuTa-JleMan-OnuTUA ABAAIOTCS
HH(EKUHH, TOPOKH Cepilla H NoYex,

[lo sutepatypHbiM naHHbiM [2], zxetd c cuHapomom Cwmuta-Jlemau-
Onutua poxaaiorcs y MoJOAbX poaurtenedt. Ilo Halwum HaHHEIM, CPeLHHI
Bo3pact Martepeii coctaBua 23,6 ner, oTuoB—29,7 ser. Mosono# Bo3pacT
poiuTesNeli yKasbBaeT HAa BaXKHOCTh Me€IHKO-TEHETHYECKOTO KOHCYJLTHPO-
BaHHA B 3THX CEeMbAX C TOYKH 3PEHHS DEryJsiUH pOXA4eMOCTH H MpOBe-
1eHHA NpeHartaJbHOA AHarHocTHKH. IIpeamonaraercs ayTOCOMHO-pELECCHB-
HHIH THN HacJaelOBaHHsA NpH 3TOM cHHApoMe [1—3], 4To moATBEpXKIaeTcs
H HAUIHMH HCCJIEJOBaHHS MH.

H3 5 cemeil, B KOTOPHIX HaMH BHsBJEHO 6 nereli ¢ cuaapomom CMmETa-
Jleman-OnnTia, B OJHOM cJydYae BHISIBJEH DOACTBEHHBIA Gpak H ABoe Je-
refi ¢ 3TumM cuaapoMoM. OfHa ceMbs OTKasajach OT JajbHEHALIEro AETOpPO-
Kaenus. B yeThipex OCTaJbHHIX CeMbSAX NpPOBeJeHa NpeHaTaJbHas JAHarHo-
CTHKa nyTeM 3xorpadue B AHHaMHKe. B OJHOM ciydae BHISBJIEHA MHKpO-
negasus niaona,  6epeMeHHOCTb nmpepBaHa. IlaToJOro-aHaTOMHYECKOE HC-
nIeloBaHHe MOATBEPAHJIO AHarHo3 cuHapoma Cwmura-Jleman-Onutua. B oc-
TaJbHBIX ceMbsix 6epeMeHHOCTb 3aBepIUHJACh POXKAEHHEM 3J0POBHIX IETeH.

[TponosxkaTeNbHOCT GEepeMeHHOCTH OOHIYHO HOpMaJdbHas (HeaoHaLIH-
BaHHe oTMeuyaercss B 18% cayuaeB), cpeaHsss macca geTedl IpH POXKACHHH
26274513 r [2]. B wammx HaGMIOJeHHAX HeJOHAIUHBAHHE OTMEYaaoch 8
onHoM cayyae—16,7%. Cpennas macca jereif mMpH pOXIEHHH COCTaBWJa
2675 e. .

OcHoBHBle BHellWHe NpH3HaKH cuHApoMa Cwmura-Jlemnn-Onurna mpea-
TaBJIeHbl HaMH B Ta6nule Ha ocHOBe o630pa Jurepatypu [1, 2, 4—9, 11]
# co6cTBeHHBIX NaHHBIX. Kak BHAHO M3 TaGJHIbl, OCHOBHHIMH KJIHHHYECKH-
MH NpPOSIBJIEHHAMH CHHApPOMa ObIH MiXpouedaus, CHHIAKTHJIHS H THIO-
snajus, KOTOpble HapsAy C Pe3KHM OT ~BaHHeM B (PU3HYECKOM H NMCHXHUYC:
*KOM DasSBHTHH CJyXaT KPaeyroJbHH' KaMHeM IJs JHAaTHOCTHKH 3TOTO
CHHApOMa. .
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