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Cunnpom Xoara-Opama — pelkoe reHeTHYECKOe 3200JieBaHIEe, XaPAKTepPU3yoIIeecs aHOMAaJIHeli BepXHeil KOHEYHOCTH, BPOK/IEH-
HBIMH TIOPOKAMM CepIla M/WIM HAPYUIEHHSIMH TPOBOAMMOCTH. 3a0oJeBaHue 00YCJIOBIeHO MyTauusMu reHa Thox5 (iokaim-
3amus 12q24.21), KoTropbie HACJIEAYIOTCSA MO AYTOCOMHO-AOMHHAHTHOMY THmy. THNMYHBIMM BPOKIEHHBIMH AHOMAJIMSMH SIBJIsI-
0TCS eheKThl neperopoKu cepaua U U30MPOBAHHAS TUNOIUIA3UA TeHapa. [IpeacTaBiien KIMHUYECKHil CTIydaii 1eBOYKH 7 MecC
¢ ceMeiiHbIM aHaMHe30M cuHapoma Xoara—Opama: oTcyrcTBue I MSICTHOI KOCTH JIeBOii KHCTH M MHOXKECTBEHHBIMH MOPOKAMM pa3-
BUTHS cepana (1edeKT MeXnpeacepaHoii eperopoaku, MHOKeCTBEHHbIE 1e()eKThl MEXKIKETy10UYKOBO# eperopoaKu no TUIY NIBeii-
IAPCKOT0 ChIPa, CTEHO30M A0PTAJIbHOro Kiaanana). [lonpodHo paccMoTpeHa KIMHUYECKAsS] TMATHOCTUKA cunapoma Xoara—Opama,
NPeACTABJIEH AHAJU3 POJOCIOBHOI M PE3YJIbTAThl TEHETHYECKOT0 TECTHPOBAHUS pedeHKa U OIKAMINX POACTBEHHUKOB.

Karouesvte caosa: demu, curndpom Xonma—Opama, deghekm mexncnpedceporoil nepe2opooKi, MHONCECMBEHHbIe OeheKmbl MeNCHCeny-
00uK0601i NepeeopoOKU, CMEHO3 A0PMANbHO20 KAANAHA, 2UNONAA3US 00AbU020 NAbLaA Ae60l Kucmu, eer Thox5, onepamueHoe aevenue.

Ans yntupoBanus: CoviHos U.A., Aynbuesa [.A., JlevikexmaH A.B., Apxunos A.H. MHOXeCTBeHHbIE MaibhopmaLmm cepaua y naymeHTa ¢ CUH-
apomom Xonta—Opama. Poc BecTH nepuHatosn v neamatp 2020, 65:(5): 83-86. DOI: 10.21508/1027-4065-2020-65-5-83-86

Holt—Oram syndrome is a rare genetic disease characterized by an abnormality of the upper limb, congenital heart disease and /
or conduction abnormalities. The disease is caused by the mutations in the 7hox5 gene (allocation 12q24.21), inherited in an auto-
somal dominant manner. Heart septal defects and isolated thenar hypoplasia are typical congenital malformations. The article
describes a clinical case of a 7-month-old girl with a family history of Holt—Oram syndrome: the absence of the first metacarpal
bone of the left hand and multiple heart defects (atrial septal defect, multiple defects of the ventricular septum of the Swiss cheese
type, aortic valve stenosis). The authors present a detailed clinical diagnosis of Holt—Oram syndrome, as well as genetic analysis and
genetic testing of the child and immediate relatives.

Key words: children, Holt—Oram syndrome, atrial septal defect, multiple ventricular septal defects, aortic valve stenosis, left thumb
hypoplasia, TBOXS gene, surgical treatment.
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CV[HZ[DOM Xonra—Opama (Holt—Oram), wiu cuH-
NIIpOM  Cepilie—pyKa, BCTpeyaeTcsl C 4YacTOTOM
1 Ha 100 ThIC. YesoOBeK M XapakTepusyercss Mopdo-
JIOTUYECKMMU  aHOMaJUsSIMU BEPXHUX KOHEUHOCTEH
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U BPOXIEHHbIMU Topokamu cepaua [1, 2]. CuHapom
Xonra—Opama — HacleacTBeHHOe 3a00JieBaHNe, pa3BU-
Balolleecs BCIIENCTBUE MyTaluy B reHe 7BXY5, Hacieny-
IOILIEHCsl IO ayTOCOMHO-TOMUHAaHTHOMY Tumy [1]. Ten
JIOKAJIM30BaH Ha JUIMHHOM TIeYye XPOMOCOMBI 12, B peru-
oHe 12q24.21 [3]. BoabIIMHCTBO clay4yaeB CHUHApOMa —
pe3yabTaT BHOBb BO3HMKIIEW MyTallid y TMalleHTOB
0e3 cemeliHOro aHaMHe3a 3aboneBaHus [1]. TunuuHbIMU
BPOXIECHHBIMA aHOMAJUSAMU CepAlla TP CUHIPOME
Xonra—Opama  gBAsIIOTCS  AeeKTbl  MEeperopoaku
(vamie Bcero medekT MeXIpeacepaHON Meperopogaku —
AMIIIT) u/vnu HapyllleHus1 puT™Ma cepiala, 0COOeHHO
B TIOJPOCTKOBOM Bo3pacTte [4]. B mpencraBieHHOM City-
yae TOMUMO aHOMaJIMM BepXHell KOHEUHOCTHU y peOeHKa
WMENTNCh MHOXECTBEHHBIE TTOPOKU Pa3BUTHST CEepala,
YTO BCTpeuaeTcsl KpaiiHe peKo IMpU paccMaTpUBaeMOM
CUHIIpOME.

Knunnyeckuii ciayyaii. /leBouka moctynuia B OTae-
JIeHWe BPOXKJEHHBIX MOPOKOB cepjlla B Bo3pacte 7 Mec
C CUMIITOMaMM CepAeYHON HEeI0CTaTOYHOCTU — TIIoXast
npubaBka macchl (Macca Tena 5,4 Kr), onpimka go 50
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B MUHYTY, MOTJIMBOCTh, YacThle TPOCTYAHBIE 3a00seBa-
Hust. [Ipy ocMOTpe OTMEUYeHO YKOpOYEeHHUE OOJIBIIOro
Majblla JICBOM BepxXHEeW KOHEYHOCTH OTHOCUTEIBHO
npaBoii. Ha peHTreHorpamMme KHUCTe BEPXHUX KOHEU-
HOCTEl BBISIBIEHO OTCYTCTBUE | TISICTHOM KOCTHM JIeBOWA
kuctu. Ilo maHHBIM 3XOoKapauorpaduu OOHAPYKEHBI
BropuuHblii JIMIIIT nuamerpom 12 MM, MHOXECTBEH-
HbIe Ae(eKThl MEXKeTYI0IKOBOM MEPEropoIKH IO TUITY
IIBEHUIIApCKOTo chipa (He MeHee 6 medekToB oT 2 10 5
MM), JABYXCTBOpYATHIN aOpTaJbHBIM KJamaH, apTepu-
aJbHBI CTEHO3 ¢ TpaaMeHTOM HaBieHus 50 MM pT.CT.,
apTepuabHBIN MPOTOK 2 MM. Dpakiys BEIOpOCa JIEBOTO
xeryaouka 67%, KOHEYHBI OUACTONMYECKUN 00bheM
22 wi. PacueTHoe paBieHMe B JIETOYHOW apTepuu
64 MM PT.CT., COOTHOIIIEHUE JIETOYHOTO W CHCTEMHOTO
KpoBoTOoKa 3:1. Bnexkrpokapamnorpadus u 24-dacoBoe
XOJITEPOBCKOE MOHUTOPUPOBAHUE HE BBISSBUIN TPU3HA-
KOB HapyIllIeHUI pUT™Ma Cep/lia.

PomocnoBHast  cembu  pebeHKa  MpeacTaBlieHa
Ha pucyHke. M3 aHaMHe3a cTajio U3BECTHO, YTO AeAyIIKa
(I1) umen npuszHaku cunHapoma Xodarta—Opama (KJIu-
HUYECKUI AuarHo3 yctaHomieH B 24 roxpa): AMIIII,
ykopoueHue | manbua seBoit kuctu (3akpeitue JAMITIT
He MpoBOIMIIOCH), Torud B 30 eT B pe3yibrare J10pOX-
HO-TpaHCHOpPTHOro mpouciiectBusi. badymika (12)
He UMeeT KIMHUIECKUX TPOSIBICHUI CMHApOoMa XoJTa—
Opama. Y nanm (I12) numeercss cunapom Xonrta—Opama,
KJIMHUYECKUI JMATHO3 YCTAaHOBJIEH B Bo3pacTe 14 jeT:
JAMIIII, ykopouenue I manbiia JeBoi KUCTH, B BO3pacTe
15 ner mpoBemeHO ormepaTMBHOE JiedeHHe (yIIMBaHUE
JAMIIIT). Marepu npobanna (I113) knuHuueckuit nuar-
Ho3 cuHApoma Xonta—OpaMa ycTaHOBJIeH B 12 Jer:

KJINMHUYECKUE CJTYHAU

JAMIIII, ykopouenue I manbia neBoit kuctu. [linactuka
JAMIIIT nposeneHa B 14 net. JIBoropogHomy opary (1112)
¢ nipu3HakamMu cuHapoma Xonta—Opama (JAMIIII, yko-
poueHue | manbla JieBoit KMCTU) KIMHUYECKUI TUATHO3
YCTaHOBJIEH B | rof; B 2 roja oCyLIECTBJIEHO TpaHCKaTe-
tepHoe 3akpbiTie JAMIIIT). PogHbiM OpaThbsiM TipoOaHaa
(IT13 u 1114) xnuHUYeCcKUil nUarHo3 cuHapoma XoaTa—
Opama (JAMIIII, ykopouenue | mambua JieBOil KUCTH)
ycraHoBlieH B 8 u 10 mec coorBercTBeHHO. [lnactuka
JAMIIIT n tpanckaterepHoe 3akpbiTie JIMIIIT mpose-
JIEHbI B BO3pacTe 2 U 3 JIET COOTBETCTBEHHO.

ITpoGanay (I115) Ha ocHOBaHUM aHaMHe3a U KJIMHU-
KO-MHCTPYMEHTAJIbHBIX JaHHBIX YCTAHOBJIEH IMarHO3
cunapoma Xonta—Opama (JIMIIII, aopTanbHbIii CTEHO3,
ykopoueHue | manblia ieBoit kuctu). JleBouke 1 ee poi-
HBIM OpaThsiM BBITIOJTHEHO MOJIEKYJISIPHO-TEHETUYECKOe
HcclieIoOBaHME METOJIOM CEKBEHUPOBAHMSI BCETO 9K30Ma.
VY oOcnenoBaHHbIx B reHe 7TBX5 BbisiBIeHA MyTalust
¢.510+5G>T.

Ha cnenyromue cyTku mociie MOCTYIUIEHUSI B KJIU-
HUKY peOEeHKY BBITIOJTHEHO OIEepaTUBHOE BMEIIATEb-
CTBO C TMPUMEHEHUEM HCKYCCTBEHHOTO KpOBOOOpale-
HUs B 00beMe KOMMCCYPOTOMUU aOpPTaJIbHOTO KJjaraHa,
MJIOCKOCTHOM pe3eKIIUK JIEBOM M MpaBoii CTBOPOK aop-
TaJlbHOTO KJjaraHa, 3akpbitus JIMIIII 3amiaroii u3 kce-
HOTlepUKapaa, YIIMBaHus Ae(eKTOB MO 2 MM B TIPUTOY-
HOW, OTTOYHOW M TpaOEeKyISIpPHOW 4YacTsIX MBIIIEYHOMN
neperopoak. MHOXeCTBEHHbIE allMKalbHble Ne(EeKThI
ObUIM 3aKpBITHl 3arjlaTOl M3 KCeHoIepukKapaa IyTeM
BBIKJTIOUEHUST BEPXYIIKY U3 HUPKYJIIn. KoHTporbHas
YpecnuileBoiHasl 3xoKapauorpabusi mnocie ornepauuu
Mokasajia OCTaTOYHbIN Ae(eKT MEXXKeTyT0UKOBOI repe-
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Hl — OouibHbIe ¢ cuHapomMoM Xoara—QOpama.

Figure. The pedigree of the family with Holt—Oram syndrome. Explanations in the text.
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Coiinos U.A. u coasm. MHOXeCTBeHHbIE MaTb(OpMALIMH ceplla y maiueHTa ¢ cuHapomMom Xonrta—Opama

TOPOIIKU B CPEITHEN TPETU TPaOGEKYJISIPHOU 4aCTU OKOJIO
4 mM. Tlog KoHTpoOJIeM YpeCcTTUIIEBOTHOIM SX0Kapauorpa-
(1M BHITIOJTHEHO 3aKpBITHE AedeKTa TPaHCBEHTPUKYJISAP-
HBIM J0CTyroM okkJitoaepoM I tuma 5 mm (VSD Memo-
Part; Lepu Medical Technology, Shanghai Shape Memory
Alloy Co., Ltd., lanxait, Kuraii). [TocrneonepaunoH-
HBIH TTepro/I MpoTeKas 6e3 0COOeHHOCTEN (IJTUTETbHOCTh
WCKYCCTBEHHOMW BEHTWJISIIMU JIETKUX 5 9, KapAUOTOHU-
yeckasi momaepxkka aapeHaauHoMm 0,025 MKr/kr/MuH
B TeueHue 8§ u). B nepBbie cyTku peOGeHOK ObLI NIEpeBeIeH
U3 OTIEJIeHUs peaHUMaIlMi B COMaTHUECKOe OTAeJIeHHE.
Ha 9-e cytku BbITIOJIHEHAa KOHTPOJIBHAS 3XOKapauo-
rpadus, KoTopast BbISIBUJIA, YTO Ne(EKTHI TIePeropoaKu
cepilia 3aKpBITBI TEPMETMYHO, TTUKOBBIM TpamgueHT
Ha aopTaJbHOM KJjaraHe 14 MM pT.CT., (ppakius BEIOpoca
JIEBOTO XeJynouka 67%, naBjieHue B JISTOYHON apTepuun
25 mm pr.cT. Ha 10-e cyTku peGeHOK BBIITMCAH B YIOBJIET-
BOPUTEIBHOM COCTOSTHUM.

00cyxaeHue

BpoxneHHble MOpoKM cepaua — Haubosiee pacnpo-
CTpaHeHHasl BPOXICHHAsE aHOMAJIMS ¢ TpeariojiaraeMoi
pacrpocTtpaHeHHOCThIO 9 Ha 1000 XMBOPOXIEHHBIX
nereit [4]. B Hacrosiee Bpemsi uaeHTUGMUIMPOBAHBI
TeHbI, MYTallUd KOTOPBIX BEOYT K Pa3BUTHUIO TMOpPOKa
cepaua. K rakum reHam, B YaCTHOCTU, OTHOcUTCST TBX3S,
KOTOpHI BoBJIeueH B cuHApoM Xoata—Opama. D1oT
CUHIIPOM XapaKTepu3yeTcss KOMOMHAIIMEl BPOXIECHHOTO
MOpoKa cepaua u aedekra BepxHeil KOHEYHOCTH, OTITU-
YaeTCsl BHICOKOM TMEHETPAHTHOCTBIO M IIIMPOKON Bapua-
o6enbHOCTBIO 3Kcrpeccuu [3]. [To maHHBIM JUTEpPATYypPHI,
BPOKIIEHHBI TTOPOK cepiiia Betpevyaercst y 70—95% iy
¢ cuagpomom Xonra—Opama [4]. K Hanboiee pacmpo-
CTpaHEeHHBIMU Jie(peKTaM TeperopoJoK cepala OTHO-
carcs Takue, Kak JIMIIIT (44,4%) n nedext MexokeTy-
nmoukoBoi meperoponku (29,4%) [1]. Umetorcs Takxke
CcoO00IIeHUST 0 0oJiee TSKEbIX MOpOKaX: aTPUOBEHTPU-
KYJISIpHBIH KaHani, TeTpaga Pajro, CUHIPOM THUITOILIA-
3UM JIEBBIX OTIEJOB CepAlla U KOoapKTaiusi aopTel [5].
B OCHOBHOM HaHHBIE TTOPOKU CYLIECTBYIOT B U30JUPO-
BaHHOM BHJE M KpaiiHe pelKO BO3HMKAeT UX KOMOWHa-
uus. B HamreM KIMHMYECKOM HaOJMIOACHUM Y JEBOYKU
nMeeTcsl KOMOMHAIWST BPOXIEHHBIX MMOPOKOB cepila:
MHOXECTBEHHbBIE Ae(eKThI MEePErOpoaKN Cepalia U aop-
TaJbHBIN cTeHO3. M30ampoBaHHbBIe KIallaHHbIE CTEHO3bI
YK€ BCTpevanuch B iuteparype [ 1], omHaKo KoMOMHaIIMs
MaToOJIOTMM KJIAITAHHOTO armapara ¢ MHOXeCTBEHHBIMU
nedekTaMu eperopojok cep/ia eile He onvcaHa.

ITomuMmo BpOXIEHHBIX ManbpopMalnii cepaua
u cocynoB, y 40% mauMeHTOB ¢ CUHIPOMOM XOJTa—
Opama BCTpevaroTcsl BPOKIEHHBbIE W TPUOOpETEHHBIE
HapylIeHUs] pUTMa cepalia, KOTOpble MOTYT ObIThb M30-
JIMPOBAHHBIMU WJIW CBSI3AHHBIMU C TIOPOKOM cepana [6].
Haunbonee pacnpocTtpaHeHbl CUHYcOBasi OpamuKapaust
u 6J1oKaga paBoit Hoxkku ydka Iuca [1, 6]. [Tpu obcne-
JIOBaHUM peOeHKa B HallleM HaOJIoIeHWM MBI He OOHa-
PYXUJIM HapylIeHUl puTMa 1O JaHHBIM 24-4acoBOTO

XOJITEPOBCKOTO MOHMTOPMPOBAHMSI, OJHAKO B JIUTEpa-
Type OIMWCaHBI CyJadW TOSIBJIeHUs HapylIeHUd puTMa
Jaxe Tocje yCIelrHOro JeYeHUsT BPOKASCHHOTO MopoKa
cepaua [7].

AHOMaJIUM BEPXHUX KOHEYHOCTEW y JeTeil ¢ CUH-
npomMoM Xosnta—Opama ciy)XaT OCHOBHBIM TIPU3HAKOM
u Betpevatores B 100% ciyyaes [8]. Crnektp meheKToB
MPOCTUPAETCSI OT M30JMPOBAHHON TMIIOIUIa3UM TeHapa
o (pokomenuu BepxHeil KoHeyHocTU. B Haiem ciyvae
BBISIBJIEHA TUTIOTLIa3MsI OOJTBIIOTO MAajIblla JIEBOM KUCTH —
camasi pacrpoCTpaHEHHasl TMaTOJOTUsl TMpPU yKa3aHHOM
cuHapome [1]. Kpome Toro, K pacripocTpaHeHHBIM CUM-
nTOMaM OTHOCUTCSI Tpex(alaHTOBBIN OOJBIION Majell,
CBSI3aHHBIA WJIM HE CBSI3AHHBIN C TUITOTUIA3UEN JTydeBOM
KoctH [9]. MoxeT HaOmMOOaThCs JeBO-TIpaBasi aCMMe-
Tpusi, OOBIYHO C OoJiee TSKEJIbIMU nedeKTaMu Ha JIEBOM
cropore [9]. IlpoBemeHHBIE MCCEqOBaHUS IMOKa3aiu,
YTO KOPPEJSIUsS MEXAy TSKeCTblo NeeKTOB cKeseTa
1 TIOPOKOB cep/ilia OTCYTCTBYeT [1].

B 1997 1. 6bUIO yCTAHOBJIEHO, YTO CMHIPOM XOJITa—
Opama oOycnoBneH myrauueit B reHe TBX5 [10], koTo-
PBIii KOAMPYET TPAHCKPUMIIUOHHBIN (haKTop, MpUHAaJIe-
Kaluii K ceMmeiictBy T-box u peryampyooliuii 00abIoe
pa3HoOoOpa3ne MPOIEeCCOB Pa3BUTHS Y TTO3BOHOYHBIX [3].
Okcnipeccust ThxS moanepKuBaeTcsl B CTPYKTypax, Mpo-
UCXOIAIINX W3 3aJHUX JOMEHOB JIMHEWHOW CEepIeuyHON
TPYOKU, TIpeACepAuii M JIEBOTO XEeJTydoukKa, HO OTCYT-
CTBYET B CTPYKTYpax, KOTOpbIE pPa3BUBAIOTCS U3 OyIb0yca
M KOHyca cepama (KeJymoykoBble TyTH oTToka) [11].
DTOT MaTTepH SKCIIPECCUHU IIpU cuHIpoMe XonTa—Opama
KOppeJMpyeT ¢ MOpOKaMu Pa3BUTUSI Cepilla — MPSIMbIM
pe3yJIkTaTOM HeIoCcTaTKa 3TOro (akTopa TpaHCKPUII-
muu [11], uTo 0OBsSICHSIET B HaleM ciaydyae (hopMHUpPOBa-
HUE MHOXECTBEHHBIX Je(eKTOB IepPerOopoAKU Ccepala
W HapylleHre (YHKIMM aopTajbHOro KjamaHa. Kpome
Toro, skcmpeccuss TBX5 mMeeT pemraiomiee 3HaYeHUE
1151 iposindpepaiu M aucGepeHIIMPOBKU KapIMOMUO-
LIUTOB, 00pa30BaHUS TIEPETOPOIKU U CO3IaHUSI TTPOBO-
nsmiein cucteMsl cepaua. [Ipu pa3BUTUM KOHEUHOCTEM
akcnpeccust TBXS5 umeer BaxkHOe 3HaU€HUE Ha paHHUX
cTamusX WX (HOPMUPOBAHMS IS 3aIlycKa SITUTETNO-
Me3eHXUMHOI mneTiu pocta mexay Fgfl0 B MeseHxume
n Fgf8 B anukanbHOM 3KTOAepMaibHOM TpeOHe [1].
Ha 6onee no3nuux cragusix Tbx-5 yyactByeT B hopmMu-
POBaHUU TMAaTTEPHA MBIIII] U CyXOXWInii [12].

Oxkono 400 nauueHToB ¢ cuHapomMoMm Xonata—Opama
B Hacrosiiee BpeMsi omucaHbl B juTeparype. OmHakKo
y OOJIBIIMHCTBA U3 HUX TMAarHO3 ObLT YCTAHOBJIEH TOJBKO
Mo KJIMHWYECKUM Tipu3HaKam [4, 7]. Y HaOmonaBiierocs
HamMu pebGeHKa Mbl BBITIOJHWIA MOJIEKYISIPHO-TEHETHU -
YyecKMi aHaiu3, KOTOpbIii BBISIBUI nedekT reHa TBXS.
Ilo nannbeiM C. Vanlerberghe u coasr. [1], reHeTnueckoe
MOATBEPXKACHNWE ArMarHo3a MMeeT pellaroliiee 3HaueHUe
JUTSL KapIVOJIOTUYECKOTO MOHUTOPUHTA U TEHETUYECKOTO
KOHCYJIbTUPOBAaHUS TTAlIMEeHTA.

TpymHOCTb JIeUeHWsI MAallMeHTOB C CHUHIPOMOM
Xonta—OpaMa 3aBUCHT OT CTPYKTYPHBIX HapyIIeHUI
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cepnua [8]. B Hamem ciydae TpyIHOCTH OIEpPaTUBHOTO
BMelllaTeTbcTBa OblIa CBsI3aHA C HaJIWYMEeM MHOXKe-
CTBEHHBIX Je(PEKTOB MEXKETYIOYKOBOM TepPeropoaKu
IO THUITy IIBEAIAPCKOTO ChIpa M CTEHO3a a0OpPTaJIbHOTO
KilamaHa. XUpyprudeckoe JiedeHWe CTeHO3a aopTajib-
HOTO KJjlallaHa 3aBHCUT OT CTEMEHM TTOPaXeHUST €ero
CTBOPOK ¥ OLIEHWUBAETCS TI0 TPAIUEHTY JaBJICHUS Ha KJla-
mane [13]. [Tpu Tskea0oM MopakeHUU BBITIOTHSIIOT TTPO-
uenypy Pocca, mpu Gojiee JlerkoM, Kak B HalleM CIy-
yae, — TIJIOCKOCTHYIO PE3eKIMI0 ¢ KOMUCCYPOTOMHUEH
aoptasibHOrO KjamaHa [13]. Xupypruyeckoe JjedeHue
(OMBEHTPUKYJISIPHOE WY YHUBEHTPUKYJISIPHOE) MHOXKE-
CTBEHHBIX Je(EKTOB MEXKETYIOYKOBOM TepPeropoaKu
10 THITY IIBEMIIaPCKOTO ChIpa TIPOBOAAT B 3aBUCUMOCTHU
OT JIOKaJIM3alluu U pazmepoB nedekToB [14]. B Hamem
ciydae OOJBIIMHCTBO Ie(EKTOB pacrojaraioch B o0ja-
CTU BEpPXYIIKW CepAla, 4YTO TO3BOJWIO HaM BBIKITIO-
YUTh Je(EKThl ¢ MOMOIIBIO 3arlaThl M3 KCEHOIepH-
Kapa W BBITTOJHUThL OUBEHTPUKYJSIPHYIO KOPPEKIIUIO
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Asmopbl danHoll cmambu ho0meepoulu Omcymcmeue KoH-
(aukma unmepecos u PUHaAHCOB0I NOOOEPIUCKU, O KOMOPbIX
Heobxo0umo coobujums.

KJINMHUYECKUE CJTYHAU

nopoka. KpaiiHe BakHO B MOCJI€ONEPALMOHHOM IepU-
O7€ BBIMOJIHATh YPECIUIIEBOAHYIO 3XOKapauorpaduio
IIJIST OLIEHKU (PYHKIIMM aOpTaJIbHOTO KJlalaHa, rpaaueHTa
JaBJICHUST MEXIY JIEBBIM XXeJYJIOYKOM M aopTOil M IHa-
THOCTMKM OCTaTOYHBIX Ae(EKTOB MeEXXKeTyI0IKOBOM
Meperopoaku. B TpuBeneHHOM ciydyae OBUT BBISIBIICH
pe3uayabHBIN Ae(EeKT MEXKKETyI0UYKOBOI MeperopoaKku
4 MmM. MBI UCTTOJTB30BAJTA TPAHCBEHTPUKYJISIPHBINA METOJ
3aKpBITUST JedekTa I MUHUMU3ALUU pUCcKa ITOBTOP-
HOTO ONEepaTMBHOIO BMEIIATEbCTBA, KAaK 3TO OMMCAHO
paHee B iutepatype [15].
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