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IIpepuciaosue

Knura, Kotopyto Bel ceityac oTKphI-
JTv, TIPOJIOITKAET CePHI0 « DHLIMKIOTIE A
YJIbTPa3BYKOBOM JUArHOCTUKH B aKy-
LIEPCTBE U TUHEKONOrnu». [lepsblii TOM
«Jlonmneporpadgusi B aKyllIepCTBE» YBH-
JieJ1 CBeT B Hauajie 3Toro roga. Bropoii
TOM TOCBSILEH MpeHaTtantbHOu JiuarHoc-
THKE ITOPOKOB pa3ByTHA TUIOJIA, TO €CTh
rpoGJieMe, KoTopasi IpuBJIeKaeT BHUMa-
HUe ¢ MOMeHTa BHeApeHUs! 3xorpacduu B
HIMPOKYIO aKyLIEPCKYIO IpakTukKy. B Te-
YyeHue IocaeAHuX S JietT B Poccun He us-
JlaBaJiuch KHUTH, BCECTOPOHHE paccMaTt-
puBaloliine BOIIPOCH JUarHOCTUKH T10-
POKOB pa3suTus rtoga. Ilpuctynast K co-
3AHUIO BTOPOIO TOMa SHLMKIONEHH,
MBI He CTaBUIU [epell coboil Lenb nepe-
IMCcaTh yXKe u3BeCTHOe, HaM XOTeJIOCh
MpeAcTaBuTh pasHbie TOYKHW 3peHus u
pacckKasath 0 CoOBpeMeHHBIX TeHIeHLHsIX
B JIMarHOCTHKE M cucTeMaTHKe Haubosee
pacrpocTpaHeHHBIX TIOPOKOB pa3BUTHS
moaa. B asropckuit KojuieKTus ObUIN
TIpUINALLIeHE U3BECTHERIE CITELMATUCTEI
OIMKHETO u JanbHero 3apyoexsst, KOTo-
phie jobe3Ho cornacujiuch Ipeao-
CTaBUTb HaM pe3yJibTarhl CBOMX T10CTIe-
JTHUX pabor.

HacTosiiiiee pykKoBOJICTBO ITOATOTOB-
JIEHO BO MHOToM Oniarofapsi JupeKTopy
aKkyLepcKoii kmHuku Hito-MopKckoro
MEIULIMHCKOTrO YHHBEpCHTeTa, mpodec-
copy b.M. IleTpuKOBCKOMY, LIIMPOKO
n3sectHoMy B ClIIA 110 MHOroYmcjieH-
HBIM MyOnuKalusiM B o0J1acTi MpeHa-
TalbHOM AmarHoctuku. [loxanyii,
UMEHHO MY Mbl 005I3aHEI TIEPBEIM CePh-
e3HLIM 3HaKOMCTBOM ¢ pe3yJibTaTaMu
Hammx 3apy0esKHbIX KoJIer, onyoauKo-
BaHHBIMM ITOUTH 20 JIeT Ha3al B €Xerofi-
HUKaX I10 aKyLepcTBY U THHEeKOJIOTUH.

B a10it KHuUTE amMmepuKaHCKue CIiely-
anucThl JEJISITCSI € HAMKM CBOMMM B3TJIS-
JlaMK Ha NpeHAaTAILHYI M [TOCTHaTaIb-
HYI0 TAKTUKY BeJICHUS IpY ITOPOKax pas3-
BUTHSI, KaCarTCsl BOIPOCOB MPOTrHO3M-
POBaHUS UCXOJIOB U MEIMKO-TeHETHUEC-
KOTro KOHCYJIETUPOBAHMSI.

CnenyeT NMoAuepKHYTh, YTO MHOTHE
1pobJieMbl NpeHaTalbHON AUarHOCTUKH
W TAKTUKU OCBELIEHHI ¢ TTO3ULMI opra-
Husaumu 3apasooxpadenmst CIIA u He-
COMHEHHO MOTYT OLITb IIPHHATEL B YCJIO-
BUSIX POCCHICKON Meul[mHbL. OcoObIi
uHTepec AJsl IpaKTudecKuX Bpadyeit
IpeJICTaBIIsieT, Ha Hall B3IJIS, IJ1aBa, I10-
cBsIllleHHAasl BHYyTpUYTPOOHOMY HH(pHIM-
POBaHUK, — MMpodrieMe, 10 KOHLIA He pe-
LLIEHHOK HU B OJIHOM CTpaHe MHUpa.

XoteJioch ObI HAnesIThCsl, YTO YnTaTe-
Jieil He ocTapsIT paBHOMYIIHBIMU pasfie-
JIbl, paccKasbiBarolijue 06 nHBa3MBHBIX
MeToaxX MpeHaTalbHON InarHocTuku. B
HUX BeJyLIHE CIelHaUCTh YKPauHbl U
Poccum He TONLKO 3HAKOMSIT yuTaTesisi ¢
3apyOeXHBLIM OITEITOM, HO W IOJIBOMST
UTOT CBOEI MHOTOJIETHEN pabOoTHI.

I'oToBs K nyGnuKalmum MaTepuaibl Ha-
1IMX 3apyOesxX HBIX KOJIJIET, Mbl CTapaiuch
COXPaHWUTEL He TOJILKO aRTOPCKUI TEKCT,
HO M NPUHIMTILI MX TTOCTPOEHMSI, a TaK-
Xe cBoeoOpasue si3bika. IMeHHO 1103T0-
My coOcTBeHHBIE HAOMIONEeHUsI, C paspe-
LIeHus aMepuKaHCKMX CITeLlHaTuCTOB,
IpeAcTaB/IeHbl TOJLKO KJIMHUYECKUMU
HaOoAeHusIMH U W cTpalusiMu. B
MOCHeAYIOIUX TOMAaX SHIHKIOTeIHH
OynyT npeactapsieHbl 0600ILeHHEIE pe-
3yJIbTaThl POCCHUCKUX UCC/Ie/IOBaTeSIe.

B zakmoueHue xotenoch Obl BHIPa3uTh
HaIEeX Ay, YTO 3T KHUTa TTIOMOXET COBEp-
LIEHCTBOBAHMIO YJILTPA3BYKOBOM JMar




HOCTHUKH B aKyIlIepCTBE B HAllIei CTpa-
He. ABTOPCKUIl KoJUTeKTUB OYIIeT Mpu-
3HaTeJIeH 3a BhICKasaHHbIe TToXeaHus,
KOTOPHIE MBI ITOCTApaeMCsl YUeCTh B T1OC-
JIEAYIOIIUX TOMaX SHIMKIIOIEoNH,

PenakiinoOHHbIN KOJUIEKTUB cepJeuHO
onarofaput Michael G. Ostrovsky, MD,
Clinical Fellow, Department of Surgery,
SUNY at Stony Brook, NY 3a akTHBHOE
y4acTHe B U3JaHUM STOH KHUTH.

ABTOPCKMIA KOJIIEKTUB BhIpaXKaeT IITy-
OOKYI0 TIPU3HATEIIBHOCTH XYAOXHHKY
M.M. IlleMsIKnHYy, KOTOPHIil JIt0OEe3HO
paspeui UCIoIb30BaTh CBOIO OPUTH-

HATEHYIO paboTy T 0 opMITEHHST 000K -

KM 3TOTO TOMa sHIuKIoIennn. BeuHkie
MpoOIeMHB XXU3HH 1 CMEPTU BCETJIa MHTe-
pecoBaiii Muxauna Illemsikuna. B cBomx
pabotax Muxann MuxailioBud He MpocTo
BBIPAXaeT CBOE BOCIIPUAITHE MMPaA, HO U
cepbe3HO u3y4Jaet ero OoJblle Kak yJye-
HbI, HexXeJn yeM XyaoxkHuK. [Toatomy
TIOHATEH €10 MHTepeC K yejoBeueckKoi
TIATOJIOTMM B YTpoOe, IPOTeCKHBIM 0Opa-
3aM 3apoxaeHus Xu3nu. Haneemcst, yto
BesImKoJerHast pabota Mactepa [o3BOJIUT
Bpauy MpeHaTalbHON AMarHOCTUKH T10-
YYBCTBOBAThH Ce0s1 XyOIOXKHUKOM, COITpH-
KacaronwmMcs ¢ SIpKOi TaJTuTpoii u300-
paxeHull BHYTPUYTPOOHOM KU3HH.

Thaenbtil pedaxkmop InyuKtoneouu
M.B. Medsedes
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LHEHTPAADHAA
HEPBHAA CUCTEMA
U CTPYKTYPbI AMLIA

AHOMAIMH pasBUTHS LIEHTPAJIBHOI HepB-
Hoit cucteMbl (LTHC) — 310 GonbLuag rpynma
3aboneBaHii, 00YCIIOBIeHHbIX pa3HBIMH ITPH-
YMHAMHA M UMEFOITNX PA3THIHBIIN TIPOTHO3 /IS
XKW3HM U 300poBbst. HeKoTopble BpOXIeHHBIE

nopokH pazsutvsd LIHC He cOBMECTHMBI € JKH3-
HBIO, IPYTHe AHOMAJTMM TIPUBOIAT K THKEJTBIM
HEBPOJIOTHUECKIM HAPYILIEHHSIM M MHBATTHITHO-
cti. B penxix cnyuagax anomamin LHHC mon-
JIEXAT BHYTPHUYTPOOHOMY JIEUEHMIO.

AHODHUEDAINA U AKPAHUA

Onpedeaenune. AH3HLE(]ATHA — 3TO ITOPOK
Pa3BUTHS LIEHTPATBEHON HEPBHOI CUCTEMBI,
TIpU KOTOPOM OTCYTCTBYIOT IOJIYIIAPHS
MO3ra M CBOJI Yeperna. AKpaHus (3K33H1eda-
JIU) — 3T0 OTCYTCTBHE CBOJA Yeperia IpH Ha-
JIMurH parMeHTa MO3TOBOI TKAHH.

Yacmoma. Yactota ansHIlepandu co-
crapimseT | cnyuaii Ha 1000 HOBOpOX IeHHBIX
|1]. C BHeapeHHeM NpodHIaKTHYECKHUX
NporpaMM, HarpaB/lIeHHbIX Ha BbISBIEHWE
spina bifida, ¥ c ymyuiiieHHMeM KadecTBa Tipe-
HATAJIBHOI1 IUATHOCTHKH YACTOTA POXKICHUIA
JeTeil ¢ 3TUM TTOPOKOM CHHU3MAACK |2]. AK-
paHud gBigeTcs 6onee pelKoi rmaTonorueid,
yeM aHsHlledams.

Imuosozun. AusHuedanud SBISeTCs pe-
3YJIBTATOM HapyLUeHHWs 3aKPhITHS pOCTpaib-
HOI'0 OTJIeJIa HEUPOTIOPEL B TeueHHe 28 JiHeit

¢ MOMeHTa orvtopoTBopeHus. [Taromopdono-
ruyeckas OCHOBa aKpaHHH He M3BecTHA. Boz-
MOXHO aKpaHMs M aHsHIledaIs MpeacTan-
JISHOT COO0I COBEPILIEHHO pa3HbIE COCTOSHIMS,
TMOCKOJIBKY aH3HLe(aTnd BeIABIAECTCH YKE B
TIEpBOM TPHMECTpE, & AKpaHUA THATHOCTHUPY-
eTcs mosxe |3, 4].

Ocnoenvie npunuunst duazrocmuxu. [1pn
YIBTPAa3ByKOBOM HCCJIEJOBAHMM IUIONA AUAar-
HO3 aH3HehaTH yeTAHARTUBASTCS ITIPU 00-
HapyXeHUH OTCYTCTBUS KOCTEH MO3TOBOTO
yeperna M TKaH! rojlopHoro mosra (puc 1.1).
B GonblIMHCTBE cyvyaeB Ha1 opOMTaMU BU-
3yAITM3UPYeTCs TeTeporeHHasd CTPYKTYpa He-
TIPABAIBHOM (POPMBI, KOTOpAas IPeacTaBIsIeT
co0oii cocyaHCTYI0 MAaTL(POPMALIIO TIepBHY-
HOTo Mo3ra. JInarHo3 akpaHuM CTABUTCS B TeX
clIyyasx, Koraa Mosr Iiofia He OKpYKeH Koc-
THBIM cBogoM (puc. 1.2) [5, 6].
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1 rjqaBa

Puc. 1.1. bepemenHocTs 21 Heltl. AusHedalis. a — NpofoJbHOoe CKAHUpoBaHKe; § — MolepetHoe CKAHUPoBaHUE.
Buito oTeyTeTBHe KoCTell MosTOBOTo sepera H TKaHH ToTOBHOIO MO3Ta.

Puc. 1.2. TlonepedHoe cegeHRe TONOBKH ILI0/IA TIPH 5K 3-
sHiedanuu. BajaHo oTcyTcTBHE MO3TOBOT0 9eperia
H HaJIM9He AaHOMAJIBHON TKAHH TOJIOBHOTO MO3IA.

PN SELECTE

Puc. 1.3. Bepementocts 1516 nen. TpaHCBarMHAIEHOE HCCIENOBAHKE. DKIOHIEGAIISL. a

10

HudpdepeHumManbHBII AHarHo3 aHsHIea-
JIMM M 53K35H1e}aTri B OONbITMHCTRE CITy4a-
eB, OCOOeHHO B paHHHE CPOKU GEpeMEHHOC-
TH, TIPEACTABISET 3HAUUTETbHBIE TPYITHOCTH.
Toneko oryernuBoe BhIsIBIEHUE (DparMeHTa
MO3rOBO#M TKaHH ITO3BOJISIET IMPEIIONATATH Ha-
Juraue sk33HIedamu (puc. 1.3). CyulecTsen-
HYIO TOMOIIE B e peH M ANTBHOI THATHO-
CTHKE 3THX MOPOKOB OKA3BIBAECT LIBETOBOE
JIOTITUIEPOBCKOE KAapTHPOBaHHE, TaK Kak MpH
aHsHuUedaTui OTCYTCTBYET TTPUBBIYHAY Kap-
THHA COCYIUCTON CUCTEMBI TOMOBHOIO MO3ra
M3-34 OKKJIIO3WH HA YPORHE BHYTPEHHHWX COH-
HBIX aptepuii (puc. 1.4) [7].

Muoropoaue MOxeT ObITh JIMATHOCTHPO-
BAHO Kak Ipu aHsHIedanui, Tak 1 Ipy ak-

HPOJIONLHOE CKAHHM-
poeanne; 6 — NollepedHoe CKanupoBanne. BruaHo HammIHe aHoMalbHOM TKaHH ToJIoBHOI'e Mo3ra (CTpeska).




HEHTPANBHAN HEPBHAA CHCTEMA M CTPYKTYPBI AHIIA

Puc. 1.4. bepementocts 15—16 Hem. TpaHcBarMHalbHOe HCCENOBAHHE. DK35HIIEDATHI. a — MoNepeyHoe cKa-
HHpOBaHe; 0 — JOMUIEpOrpaMMa KPHBBIX CKOPOCTEH KPOBOTOKA B MOSTOROM cocyre. CTpeIkoil yKasaH MOSIOBOH COCYIT,

paduy. bUOXUMHYECKWIA CKPUHHHT BO BTO-
poM TpuMecTpe GepeMeHHOCTH IT03BOJIAeT
BBIABHUTE 3HAYUTENBEHOC KONMHMYECTBO CITy4d-
eB aH3H1Ie(PATUN U AKPAHHN, TIOCKOMBKY 110~
BbIIeHWe YpOBHA anbda-(eTornpoTerHa Xa-
pakTepHO A1 0O0MX TMTOPOKOB pa3sBUTHA.

Pannas npenamaavran ouacnocmuxa. AHH-
Hedanio MOXHO JUATHOCTUPOBATH B TEPBOM
TpUMecTpe GepeMEHHOCTH C TTIOMOLLIBIO TPaHC-
BATMHAJIBHOTO HCCHENOBAHMS, XOTI B PAHHIE
CPOKUTPYAHO OTIMYMTL M3MeHEHHEIH MepBUY-
HBII MO3T OT HOpMasibHorO Mo3ra [8]. Haubo-
Jiee paHHSI IUArHOCTUKA aKPAHHMH, T10 IAHHBIM
JTepatypbl, Obl1a MporsBeieHa B 11 Her ¢ nmo-
MOIIBIO TPAHCBATMHANBHOM 3xorpaduu [9]. B
CBSI3U € TEM, YTO KOCTH CBOJIA Yepera IIofia B
cpoku 10—11 Hen KambLmdbHUUIMPOBAHBI ML
YACTUYHO, JIMATHO3 AKPAHHUKU HEOOXOIMMO CTa-
BHUTb € OCTOPOXKHOCTHIO.

Ilpenamasvnas maxmuxa, AH3HUIEQaTA 1
AKPAHKS OTHOCATCS K AOCOIIIOTHO JIETAJIBHBIM
MopoKaM pazeuTud. ITosToMy ripepeiBaHKe Oe-
peMeHHOCTH CIelyeT MPeIaraTh B 000MX CITy-
yasgx. Ecnm MANHEeHTKA 2KeJaeT IMTPOJTOHTHPO-
BaTh 6epeMeHHOCTb, PoAopa3pelieH e JIOIK-
HO ITPOBOJIUTHLCH B UHTEpecax MaTepH, Oe3 pac-
1LIMpeHUs [TOKA3aHWI K KecapeBy CeUeHHIO.

Tenemuxa. AnsHnedanis U aKkpaHWs SAB-
J0TCH MYNBTHGhAKTOPHATBHOM MATONOIH-
el U OTHOCHATCS K aHOMAJIUsIM HepPBHOM

TPYOKHU. AH3HIed AU MOXET BXOIUTH B CO-
CTaB CMHAPOMAa AMHHOTHYeCKHX TsDKell, co-
YeTaThbCs ¢ XPOMOCOMHBIMM abeppaiusaMu
(Tpucomus 18, KosbleBas xpomocoma 13),
BO3ZHMKATH B pesyJibTate ACUCTBUA aMHHOI-
TEpUHA, MeTOTpeKcaTa, Ha ¢oHe nuadeta
MaTepy U runeprepmuu [ 10—14]. AHsHIe-
(hamus BXOIAUT B COCTAB CHHJIpoMa
Mexkxkena — I'pybepa ¥ ruaposeTaAIbHOTO
cuHapoma |10, 15]. OnmcaHsl pekue ce-
MelHEBIe CIyUau aHsHIedaIuu, KOTopke
HACJIeAyIOTCH 110 X-CLeIUIeHHOMY THITy | 16].

AHsH1Ied AN 4acTo COUeTAeTCS C pac-
[erieHueM ryosl 1 Heba, aHOMAaTUIMU YLLIei
M HOCA, TIOPOKAMM Cep/Ila, NMaToJIOrHel xe-
JIYIOUHO-KHILIEYHOTO TPAKTa M MOYETIONOBOI
cuctemsl [17, 18].

[TpenatanbHoe obOcneoBaHMe HOJIKHO
BKTIOUYATE KAPHOTUTTHPOBAHWE W TILATEITEHOE
VIIBTPA3BYKOBOE HCcTetopaHHe. Ocoboe BHHMA-
HUe CIIeyeT yaeIsTh AHATOMWM CepaLia, JIUIIA,
MOYEK M HATMIHIO AMHHOTHYECKHX TsKei. Bex
CIIy4asax, KOraa pofiMTe T ITPUHMMAIOT PeLlieHHe
MPOJIOHTHUPOBATH O peMEHHOCTD, UX CIEIyeT
MpeyTpeanTh, UTo 50% T1oaoB ¢ aHsHIe(ami-
el pOISITCST XUBBIMH, 66% 13 HUX TIPOXKUBYT
HECKOJIBKO YacOB, HEKOTOPBIE MOTYT JKUTh B Te-
geHue Henes [17]. KoHeynbsrauys reHeTika u
CUHIPOMOJIOFA ITOCTIe POXKIeHUS peOeHKa A0~
JKHa OBbITH HATIPARJIEHA HA YCTAHOBIIEHWE CHHI-
POMOJTOTMYECKOTO IMArHo3a.

ITpH 3aKTIOUUTETLHOM MEIMKO-TeHeTH-
JeCKOM KOHCYJIBTHPOBAHHUH HEOOXOIHUMO

11




1 riraBa

00CYINTH BOTIPOCH BO3MOXKHOCTH IMOBTOPE-
HU{ MTOPOKA M BEPOSTHBIX MPUUMUH ero BO3-
HUKHOBEHHS. OMIIUPUIECKUN pUCK AJis
aHsHILeATIHN U AKPAHUK COCTABIbeT OT 3
10 5%. ¥YniorpeOGnenue 6onblmx 03 GoIn-
€BOM KMCJTOTHI (4 Mr) 3a 3 MecsiLia JIO cJie1y-
oueil GepeMeHHOCTH TMO3BOJIAeT YMeHb-
LIHUTH PUCK TIOBTOpPeHHUSI aH3HIIedalun Ha
70% [19].

Taxmuxa é neonamansrom nepuode. Bce HO-
BOPOXIIEHHBIE C aH3HIIeQanneil U aKkpaHuei
YMHPaIOT BTeueHYe 2 Hefl rocie poxaeHus [ 20].
IMpn McKycCcTBEHHOM BEHTHIIALIMH JIETKHX
JKU3HB HOBOPOXIEHHOTO MOXHO HECKOJIEKO
MpOITATE [21, 22|, 4T0 BAXKHO TIPU pellieHUI
BOMPOCOB O TTONMYYeHWH OPTaHOB ISl TPAHC-
rutanTain. B CIIA perieHve 3101 3TM49ecKoii
npobaeMsbl OTIAHO OpHCTaM. 3aKOHBI MHOTHX
LUTATOB He OTOXAECTBIIAIOT MOHATHE AaHAHLIE-
(hamiiy c TOHSTHEM CMe PTH MO3Ta, i 3TO He TI0-
3BOJISIET METMKaM CAMOCTOSITeJIbHO TIPUHUMATD
pelueHre O BO3MOXHOCTH 3a60pa OpraHoB [T
TpaHCIUIAaHTALMM [23].
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LLIEDQAJIOLIEJNE

Onpedeaenue. lledanouene npeacTaBisieT
Cc0oDOM BBIXOI MO3TOBBIX 000JI0UEK uepes [e-
dexT KocTeii ueperna. B cimyJagqx, Korma B co-
CTaB I'PHIKEBOro Mellka BXOJUT MO3roBag
TKaHb, AHOMAJIHMI HOCHUT Ha3BaHUe sHUeda-
snonene. HanGonee yacto nedekThl pacrioa-
raroTcs B o0NacTH 3aThLIKA, HO MOTYT BBISIB-
JIATECA M B JIPYTHX oTIeNax (JJOOHOM, TEMEH-
HOM, HazodapuHreasbHom) [1].

Yacmoma. Lledanoiene MeHee pacripoc-
TpaHeHHas aHOMAaIHA, YeM OTKphbIThie Jie-
¢hexTHI HepBHOI TpYOKU. Ee yacToTa cocTan-
Jsiet | cnyyait Ha 2000 XUBOPOXIEHHbBIX [2].

Hmuosoeusn. lledanonene pa3BuBaeTcs
B pesyJibTaTe He3aKphITHA AedeKTa HepBHOM
TPYOKH M BOSHHKAET HA CTAIMH 4 HEJT BHYTPHYT-
pobHoii xum3Hu. [ledekT B uepernie, yepe3 KOTO-
PhlIii MOTYT IIpOIadHpOoBaTh 000IOUKH MO3Ta
MO3IOBad TKAHb, 00pasyeTcs B pe3y/isTare Hepas-
JIeJTEHUATIOBEPXHOCTHOM 3K TOIEPMBI MTTOIUTEKA-
1ei HelposkTonepmel [ 3]. Lledanorene MoxeT
BO3HMKATh M IIPA CUHAPOME aMHUOTHYECKHX
TSCKEH, KOrJa B paHHHE CPOKH OepeMeHHOC-
TH YacTh Yepera BoBJeKaeTcd B IpoLece
M aMITyTUpyeTcs. B 5TUX cnydagax gedekt Mo-
XKeT pacToaraTecsi B J000i 00acTi yeperna
W HE UMETb CBSI3U ¢ MeIUATBHOM JTMHUER.

Ocnosnvte npunyunst duaznocmuru. Ilpn
VIIETPAa3BYKOBOM HMCCIegoBaHHUM 1edarole-
Jie orpefesisercs Kak rpeikeBoe oOpasoba-
HHe, npeiexalee K KOCTAM yeperna (puc.
1.5). Okono 75% uedanoliene pacronaraxT-
¢4 B 3aTbLTOYHON 06nmacTy. TouHbI THATHO3
MOXHO IMOCTABUTL TOIMLKO BTEX CIIyJasx, KOr-
J1a 4eTko BUeH nedeKT KocTeil yepena. OH
MOXeT OBITb OYeHb MaTeHbKUM, IMO3TOMY
YABTPa3BYKOBOE MCCIieIOBAHKME ITJTOMA HOJIK-

Puc. 1.5. bepemennocts 19 Hern. 3arpUiodHast YeperrHo-
MO3TOBasi TPELKA {CTpesKa).

Piic. 1.6. Ionepeqnoe cegeHHe roJOBKH TUIOMA P 5H-
tedaonee. CTpellKaMi YKa3aHbl TpaHHIEL JTedeKTa
3ATREUTOYHO KOCTH.

HO TIPOBOMIUTECS ¢ OCOOOM TIATEIEHOCTHIO.
Hcronb3ysi TUleBbie ¥ MO3TOBBIE CTPYKTYPhI
B KaYeCTBe OpHEHTUPOB, MOXKHO TOUHO yCTa-
HOBHUTB MecTO pacnionioxeHud nedexra. Ipu
MEHHHIOLIeJIe B COCTAB I'PhIKEBOro Merka
BXOJUT TUKBOP M 00paszoBaHiie GymeT comep-
XaTh XUAKOCTh. B GombIIMHCTRE CcliyuaeB
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TIpH HAMW4IMHK aedekTa KocTeil yepera dop-
MMpyeTcsi IMeHHO SH1edanonene (prc. 1.6).
IMpu Hamuuy tedanoliese, Kak v MpH JIpy-
rux gedekTax HepBHOM TpYOKH, B KPOBH Ma-
TepH H B OKOJIOTUIOHBIX BOJIAX MOXKET COAEP-
KAThCS TIOBHIIIEHHOE KOJMYECTBO aabgda-
¢eTonpoTeMHa, OIHAKO OMOXMMMYECKH
CKPMHHUHT He JIaeT pe3yJIbTATOB B TeX Clyda-
X, KOrJ1a IeheK T MOJIHOCTHIO 3aKPHIT KOXKel.
[1pu Hamuuuu Hedanoiiesie HepeaKo BCTpe-
YAIOTCS APYTHe aHOMATTMH Pa3sBUTHS TOJIOB-
HOTO MO3ra: ITpH OOJIBLIMX pasMepax I'phKe-
BOTO MEIIKA CO3/IAKTCS YCIOBHS TS pa3BH-
TUS MUK poLieaIni, YaCTO IHATHOCTHPYIOT-
CS1 BEHTPHKYJIOMET AU U THapolleamist |4).
B 7—15% cnyuaeB BrisiBIsI€TCs spina bifida.
Ecmm uedanonene BXOOUT B COCTAB CUHIPO-
Ma Mekkens — I'pybepa, ripu sxorpadudec-
KOM MCCIIeIOBAHNH BBISIBIISICTCS] MATONOTHS
MOoYeK UM MOMMIAKTIMI. ManoBoaue, KOTo-
poe YacTo pa3sBHUBAETCS MPH STOU MaTOIOrHH,
CYILIECTBEHHO 3aTPYJIHSAeT JIHATHOCTHUKY.

Pannss npenamaavnas ouaznocmuxa. Co-
IJIACHO JAHHBIM JIMTE PaTYpPhl, TOUHBIA JHAAr-
HOo3 Liedamnonene ObLTTIOCTABTeH B 13 Het Oe-
PEMEHHOCTH TIPH TPAHCBATHHAILEHOM YIIBT-
Pa3BYKOBOM MCCIEIOBAHUM [5].

Ipenamaavras maxmuxa u npoznos. Ilpu
BBIABJIEHHH Ledaoliesie ClieayeT Ipemio-
JKUTH TIpe pbiBaHUE OepeMeHHOCTH T10 MeJIv-
LIMHCKWM TioKazaHusiM. [1pu mponoHTipoRa-
HUM OepeMeHHOCTH TAKTHKA pofopasperie-
HH 3aBHCHUT OT pasMepoB U COHAEPKHUMOTO
rpbkeBoro Merka. ITpy Gonbliux pazMepax
nedeKkTa, MponablpoBaHUN 3HAYUTEJTBHOTO
KOJIMYECTBA MO3TOBOM TKaHHU, a TAKXKe TP
HATHYMH MUKpolledaani W ruapouedatin
TPOTHO3 JIUTA XXW3HW U 3I0POBhs KpaiiHe He-
OnaronpusiTHeIi. PopopaspeleHue myTeM
orepalMy KecapeBa Ce4eHUs B TAKUX CUTya-
LIAAX He TIOKa3aHo. MOXHO peKOMeHI0BATh
JEKOMIIPECCHIO I'PBIKEBOIO MEILKA JJid CO-
3[aHUs YCIIOBHIA K podopa3pelleHHIo Yepes
ecTecTBeHHBIe pofoBble IyTH. KecapeBo ce-
YeHre MOXKeT OBITh peKOMEHIOBAHO MPH HA-
JIAYWH MalIEHbKOT 0 Jie(peKTa U MaJleHbKHX
pasMepoB IpbEKEBOro Mellka [2].
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Tenemura. HecMotps Ha To, uTo 1iedano-
LieJie BXOAMUT B IPYIITY TTOPOKOB paszBUTHA,
CBSI3AHHBIX C e (heKTOM HepBHOI TPYOKH, Ya-
CTOTa €r0 BCTpeYaeMOCTH 3HAUYNTEJIBHO
HMXe, yeM aHsHuedantuu M spina bifida, a
coyeTaHue ¢ IraToNorueil Ipyrux opraHoB v
CUCTEM M CHHIIPOMAMU MHOXECTBEHHBIX T10-
POKOB pa3BMTHs CYIIeCTBEeHHO BhIlle [6].
Hepenko 1edanoliene cBsizaHo ¢ MaTOJIOTH-
eii XxpomocoM (TpucoMuu 13 u 18, HecbamaH-
CUpOBaHHBIe TpaHcmokaun) [7—9]. Leda-
JIoLeNie BXOAUT B COCTAB MHOTHX CHHIPOMOB,
BKMouasi cuHapoMmbl Mekkensa—I'pybepa,
Yokepa—Bap0Oypra, KpunrodranbmMosa, GoH
®occa, lNonpnenxapa, Pobeprca, aMHUOTH-
YeCKUX TSDKei, a TakKe (PPOHTOHA3AILHYIO
JUCTLIA3HIo U dalmoay puKkynoBeprebpaib-
HBI KoMIutekc |8, 10—14].

ITpeHaTaeHOe 00CHeIOBAHKE JOIIKHO
BKJTIOUATE KAPUOTUTTHPOBAHUWE U TILATENTEHOE
VJIETPA3BYKOBOE HCCHeloBaHKe, BKIIOYAIO-
1ee NMoApoOHYIO OI[eHKY aHATOMMM JIMIIA,
KUCTEM. CTOII, MOYEK, MO3BOHOYHMKA M T10-
HUCK aMHUOTHYecKUX Tskeil. ITpu BeIABIIE-
HUU LedanolieNie poIUTENIM AOKHA OLITL
TIpeoCTaBIeHa KOHCYNBTALIMS HelipoXupyp-
ra Ui YTOUHeHHs BO3MOXKHOCTeH XHUPYpri-
YECKOM KOppeKLIMH B HEOHATATTBHOM TIepHO-
Jie ¥ 00CY3KIeHUS IONITOCPOYHOTO MPOrHo3a.
CremyeT MOMHWTB, YTO TIPU OTCYTCTBUU CO-
YeTaHHBIX AHOMAJTAI TTPOTHO3 TpH 1iedhano-
Liesie ¥ sHuedanoLene CylecTBEHHO OTIMYA-
ercs. [1py BEIABIEHHH Y TUIOHA HecbaTaHCH-
POBaHHOI TPAHCIIOKAIIMM CTieTyeT TpoBecTH
KApUOTUITMPOBaHHe pOIUTeNel [Jisi UCKITIO-
YeHHWs HOCHUTENbCTBAa cOalaHCHpPOBAHHOMN
TPAHCIOKALMKA OJIHUM M3 CYIIpyros. B ciy-
yae rubeNy TU1o/1a MM HOBOPOXKIEHHOTO C
HOpPMAalbHBIM KAPUOTUTIOM, HO HATHIHUEM
COYETAHHBIX AHOMAJTHIA, MOKA3aHO TIIATeNh-
HOE MaToJIoroaHaTOMMYeCKOe UCCIeloBaH e
JUIA YTOYHEHUA CHHIPOMOJOTUYECKOro -
arHoza. HccrienoBaHie IIalieHTsl TIOMOTAaeT
B BBISIBTIEHUM AMHUOTHIECKWX TSLKel, KOTO-
pEIe MOIJIM OBITE IPONYIIEHBl IIPU TIpeHa-
TATBHOM 0OCHIeIOBAHWH.

[1pK 3aKTHIOUNUTENBHON MEIHUKO-TEHETH -
YeCKOI KOHCYJIBTAITMN HeoOXOMMMO BEISIBUTD
HeOnaronpuaTHbIe (PAKTOPDI, TTOBIMSIBIIME HA
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opMHpOBaHHE MOPOKA M OOCYIUTE SMITUPH-
yeckuil pyck noeropeHusa (3—5%). Ipuem
Gombimx 703 (4 Mr) pomieBoil KUCTIOTHI 3a 3
Mecs1a Jo IpearonaraeMoii criemyormeii 6e-
PEeMEHHOCTH MOXeT CHM3HUTb PHCK TTOBTOpe-
HUA 3TOM maronoruu Ha 70% [15].

Taxmuxa e Heonamaasrom nepuode. Y Ho-
BOPOXKJIEHHOTO C HEOOLIITM KOCTHBIM Jie-
¢dexToM B JI0OHOI obnacTu KIMHUYECKas
CHUMITTOMATHKA MOXET OTCYTCTROBaTh. bosb-
1rie aedeKTh TPpeOyIoT XUpYprUIecKoro Jie-
yeHusi. Mcxon ¥ IporHo3 3aBHCAT OT HAIK-
YK MUKpoLedanui U coueTaHHBIX aHOMA-
JIVA pasBUTHA TOMOBHOTO MO3Ta, a TakKke oT
TMPUCYTCTBUS B TPBIKEBOM MEIIIKE MO3TOBOIA
TKaHu [ 16]. OnpenensiiomiuM GakTopoM B
TNIPOTHO3€ SIBISETCS CTeTeHb MOopaXkeHUsI To-
JioBHOTO Mo3ra [17]. TIpy HOPMAJIBHBIX pa3-
Mepax roJIOBbI M OTCYTCTBUM APYTOM MATOJNO-
TUM MO3TOBBIX CTPYKTYP, TIPOTHO3 JUT JKU3-
HM OTHOCHUTEeJIbHO OnmaronpusiTHeI | 18].

Jemckas xupypaus. XupypraJeckoe jede-
HUe OTKPHITOro AedekTa rpu sHiledaiowe-
Jie BIToJTHe ofpaBaaHo. Ecmi aedekT rmomHo-
CTHIO 3aKPBIT KOXKEH, XMPYPriJyecKoe BMella-
TEJILCTBO MOXKHO OTNOXWUTE. MIcXobl orepa-
TUBHOI'O JIEYeHU 3HAYMUTEIbBHO BAPEUPYIOT:
TONBKO TIOJIOBUHA TTAIIMEHTOB TOCTe ortepa-
ITMHA He UMeeT HEBPONOTHUeCKWX HAPYIIIeHHIA
| 17]. [1IporHos y geteil, UMeroImXx JaedeKThl
BJIOOHOM 00nacTy, JIydile, YeM IMpyu HATHYUH
nedeKToB B 3aTELIOYHOM KOCTH.
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T'NJPOLIE®AIINA U BEHTPUKYJIOMETAJITUA

Onpedeaenne. Tuapouedamia — 310 yBe-
JIMYEeHHe pa3MepoB JKeTyIOUKOB MO3Ta € OJI-
HOBpPeMEHHBIM HAPACTAHHEM BHYTpHUYEpETl-
HOTO [IaBJIeHHS, COMTPOBOXIAIONIeecs B O0Ib-
LIMHCTRE CIyvyaeB yBeJlHuYeHUeM pasMmepa
rosioBel. Tog BeHTpHKYJIOMeraauen mojapa-
3YMEBAIOT U30JIMPOBAHHOE YBeJIMYeHe pas-
MEPOB XeJYIOYKOB, He COIPOBOXKIAIOILIEECS
yBeJIMYeHEM pa3MepOB TOJIOBBIL.

Yacmoma.lacToTa BCTpeuaeMOCTUTHIPOLIE-
(amm coctaasieT oT0, 1 mo 2,5 cnyuaeB Ha 1000
HOBOPOXKIEHHBIX [ 1|, IpH 3TOM M30THMpOBaHHbIE
GopMBI JIMarHoCcTHpYyIoTCs ¢ yacToTo 0,39—
0,87 Ha 1000 HoBOpOXAeHHBIX [2]. Okono 60%
TUIOHORB ¢ THApoledanveit — Manmsauku [3. 4].

Bmuoaoeun. I'iapouedanis MoxeT OBITh
CJIeICTBUEM MHOXKecTBa 3a00JieBaHWIl pas3-
JIMYHOMN 3THONOTMK. B OONBIIMHCTBE Cly4Ya-
€B OHA PA3BMBAETCS B pe3yJIbTATe HAPYILIEHUS
OTTOKA CMIMHHOMO3TOBOM XWAKOCTH, YTO
TNPHUBOINT K Pe3KOMY MOBEILLIEHHIO BHYTPH-
yepernHoro napjieHud. KoMMyHUKaHTHASA
dopma runpoliedanii BbI3BIBACTCS SKCTpa-
BEHTPUKYISIPHOU O0OCTpYKIIME#, Toria Kak
ob0TypaumoHHas GopMa — MpernsaTCTBUEM
BHYTPH KeJyIouKOB. KOMMYHUKaHTHAA THI-
pouedanig apigercsd Haudonee yactoit hop-

Mol [5, 6]. M3penka K ruaponedaidy rmpr-
BOJUT TMOBBILIEHHAA MPOAYKLUMA CIIMHHO-
MO3TOBOI XMIKOCTH (Harpumep, Ha (poHe
MAMTHTOMBI COCYIMCTBIX CTIETeHMIT) W
HapyleHue peabcopOuun ee B cybapaxHo-
HIATBHOM MpocTpaHcTse |7, 8].
I'vapouedainio MOXKHO HA3BATE U30JIK-
POBAaHHOHM B TEX CIy4asix, KOI/la He yOaeTcst
BBISIBUThH COYETAHHBIE AHOMATMH 3a MCKITIO-
YeHHUeM TeX U3MEeHEHHWH, K KOTOPBIM TPUBO-
JIUT TIOBBILLIEHHOE BHYTPHYEpEITHOe JaBjie-
Hue. Hanboree yactasl coueTaHHAs aHOMA-
s — MeHUHTOo3HI1Iedanowene ¢ GopMHUpo-
BaHWeM cHHApoMa ApHolbaa — Kuapw,
KOTOpHIi BeTpevaetced y 1/3 miiofoB ¢ ruapo-
edamieit [9—12]. KpomMe Toro, rmagpolieda-
JIHsI MOXKET BO3HUKATh Ha (pOHE IpYToii na-
TOJIOTHUH CTPYKTYP FONMIOBHOIO MO3ra: MpH
cuHapome Jlenau — Yokepa, roJiorpo3sHiie-
¢anuu, areHe3Md MO3OJIMCTOTO TeJla, apax-
HOMIATBHBIX KHMCTaX, aHeBpH3Me BeHHI [ ane-
Ha. B HEKOTOPEIX CITydasix HapyllleHHe OTTO-
Ka CITUHHOMO3IOBOM XMIKOCTH pasBUBaeT-
cs B pe3yabTate BHYTPUXKENYIOUYKOBBIX
KPOBOM3NMWAHUI M BHYTPHUYEPEITHBIX OITYXO-
neii. MzonupoBanHas riumponedanus 4acto
BBI3BIBAETCS OOCTPYKIIMel Ha YPOBHE CHITb-
BHEBA BOJIOTIPOBOJIA, KOTOPHIM COEAUHAET
TPEeTHI U YeTBEPTHIN JKeMYyA0UKHA MO3ra.

Puc. 1.7. TlonepedHoe cedeHte ToJIOBEI IIONA TIPH BEH-
TpHKyNoMerajad. OTIeTIHBO BHITHO paCIMPEHHE JKe-
JIYIOUKOB TOJIOBHOTO MO3Ta,

16

Puc. 1.8. TTapacararraibHas NIOCKOCTh CKAHHPOBAHHS
TOJIOBEI IUIOJIA TIPY THjponiedatnd. BUTHO sHAUHTEb-
HOE pacipeHie DOKOBOIO KeIYIoUKa.
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Puc. 1.9. lopok Apaonpra — Kuapu II Tnna. a — nomnepeuHoe cedeHMe ToJIOBH TJI0/IA IIPH BRIPAKEHHOH BHYTPEH-
Heil ragpoltedaniiy 6 — nolepedHoe cedeHHe KIBOTa MU0/ Ha YpoBHe spina bifida (crpenxa).

Ocrosnste npunyunvt duazrnocmuru. Nvipy-
HAa TeJ1a OOKOBBIX XKeJTyJOUKOB I'OJIOBHOTO MO3-
Ta MPaKTHYeCKW He MeHSIeTCsl ¢ HaJala BTo-
poro TpuMecTpa 10 KOHIa OepeMeHHOCTH.
OLIEHKY 3TOI CTPYKTYPEI CHEAYeT IPOBOIUTL
MNpH MOTEPEeYHOM CKaHUPOBAHUU T'OJIOBBI HA
YPOBHE M3MepeHUsi OUnapreTaTbHOTO pa3mMe-
pa. B cpenHeM 3TOT MoKa3zaTellb COCTABISIET
7,6 Mm. IlIuprHa Terma GOKOBOTO KeJyIouKa,
npeppiuaromad 10 MM, CBUIETENBECTBYET O
BeHTpUKYyIomeramuu (prc. 1.7, 1.8) [13—15].

HzyuyeHue CTpyKTYpPBI COCYAMCTBIX CTLIe-
TEHHH MTOMOTAET TIPU TOCTAHOBKE AHUArHO3a
rujapouedamin. B HopMe cocyaucTeie CIue-
TEHUS PACTIONOKEHB CHMMETPUYHO W BbI-
TIOJTHSIOT OONBIIVIO YACTh ITONMOCTU OOKOBEIX
xenynoukoB. [Ipu ruapouedaniit ¢ yBeam-
YeHHEM pasMepoB XeJyJI0UKOB COCYIUCTRIE
CIUIETEHUS CMEN[AITCA K JlaTe pabHBIM
cTteHKaM [16, 17]. C nmporpeccupoBaHUeM
ruapoiedaIiy HapacTaeT IIMpHHA OOKOBBIX
KeJIYIOYKOB, JIOOHBIX M 3aTHIJIOYHBIX POTOB,
VBeJIMYMBAIOTCS pa3Mephl TPeTHero W YeTBep-
TOrO KeNYIOYKOB.

Bo mzbexaHue T0XHOTIIOMOXHUTEIBHBIX
JIMATHO30B Bpauy, IPOBOISIIEeMY YIIbTpa3By-
KOBOE HCClefloBaHKe, clieyeT cobmonaTh
orpefieJieHHbIe METOAMYECKHE PEKOMEHIa-
. HIupuHy Tena 60KOBOTO XKeyaouka
JIy4lilie U3MepsTh B TONYIIAPUK, PACTIONO-
XeHHOM Jajblie OT Jaryuka. [ 1pyHIMIab-
HBIM MOMEHTOM JUUIsl IMATHOCTHKK SABJISAETCH
UIeHTUGUKAIUA COCYIUCTRIX CTUTeTEeHMIA,

MOCKOJBKY 3a JIaTepaibHYI0 CTEHKY «yBeJi-
YeHHOTO» XKeJIyJIouKa MOXHO MPHHATE 00-
JlacTh ocTpoBKa [18]. CnepyeT MOMHHTB, YTO
HOpMAJIBHBIE pasMephl FOJIOBEI He UCKITIOYA-
IOT HATMUMS BEeHTPUKYJIOMETAIH.

Pannaa npenamaivrias duazrnocrmuxa. He-
CMOTPS Ha TO, YTO HEKOTOPbIe IMOPOKM pa3BU-
THSI, coueTaloniuecs ¢ ruapouedameii (Ha-
MpHUMep, TONOTIPO33HIEe(aNNs), MOTYT OBITh
JIMarHOCTHMPOBAHbBI B TIEPBOM TPHMMECTpE,
BEHTPHKYJIOMETa/lisi B paHHHE CPOKK Oepe-
MEHHOCTH B OOJIBIITMHCTBRE CIIYYAEB HE BBIAB-
JIsIeTCsl.

Ilpenamaaonas maxmura u npoeros. Ilpu
BBIABIEHWH THApouedaluu creayeT Tia-
TeJIbHO OLIEHHMTh AHATOMMIO MO3TOBEIX CTPYK-
TYP, a TAaKKe MO3BOHOUYHUKA J151 MCKITIOUe-
Hu4 spina bifida (puc. 1.9). KomnnekcHoe
0bcrieToBaHMe I10A 0JDKHO BKITIOUATH 3X0-
Kapauorpapuueckoe UCCiefoBaHue, I10-
CKOJIBKY HepeJKo Tuapoliedanis coyeTaeT-
CSI ¢ BpOXKIeHHBIMM TTopokaMu cepaua. [pu
BBIABJIEHUM THAPOLIEATHH 0 ITEPUOJIA JKH3-
HeCITocOOHOCTH TUIOAA LieecoodpasHo ¢ po-
JUTENSIMA 00CYAHThL BOTIPOC O TIPEPBIBAHUMA
b6epemeHHocTH |19]. B cinydae riponoHrupo-
BaHM 6epeMeHH OCTH IMOKa3aHO AMHAMUYeC-
KO€ YIBTPa3sByKOBOE HAOMOMeHe Kaxkple 2
HeJ1. [Ipy HapacTaHUK THIpoLedandu 1o go-
CTWXKEHUHM 3PeJIOCTH JIETKUX IUIONA CIIeIyeT
CTAaBWTH BOTIPOC O JIOCPOYHOM pOfopaspelie-
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HHH U TPOBEAEHUM LUIYHTHUpOBaHUA . S deK-
TUBHOCTB IMPEHATAIBHOIO LIYHTHPOBAHUA
JKeJIyTOUKOB JIO CUX TIOp He JoKAa3aHa M 3Ta
oneparus IMPOKO He MPUMEHSIeTCs.

KecapeBo ceueHHMe MOXHO MPOBOAMTH
TOJNBKO IMPH BeIpaXKeHHON Makpoueda iy U
OTCYTCTBHH JIPYTHX TTOPOKOB pasButyd. [1pu
HaJIWYMK [pyOBIX COUETAHHBIX aHOMAJIMIA,
YXVALIAKOIIUX MPOTHO3 JIJTSI JKU3HH (HAIpy-
Mep, MPH rofiornpossHiedaTn), orepanmei
BeIOOpaA ABIAeTCH LieQalOLEHTes.

B onHOM M3 HeTaBHO IPOBEIEHHBIX UCCIIe-
noBaHmii B ['epmanmiu riapoiedaniis U BeHT-
PUKyIIOMeTanug ObLIN IMarH OCTUPOBAHBI Y 96
ogos. B 47 cinyyadx 6epeMeHHOCTH Oblna
TpepBaHa, JIMOO MPOK30IIIEIT CAMOITPOU3BOIB-
HBIH BBIKHIBIII MJIH HACTYITHIIA BHYTPHYTPOO-
Has rubens [20]. B muHamuke Gb110 oOcneno-
BaHO 28 peteil, 26 U3 KOTOPBIX MMPOBEACHO
LyHTHpoBaHue. TIpy aHami3e OCTABLLMXCH B
SKHUBBIX fleTeil OBLI0 YCTAHOBIEHO OTCYCTBHE
JIOCTOBEPHbBIX pa3IuuMii MeX Iy CTereHBIO BbI-
PAaKeHHOCTH BEHTPUKYIIOMETATUH M YMCTBEH-
HBIM pasBuTHeM. HapyiueHye yMCTBeHHOIO
PasBUTUS OOHAPYKEHO B GONBIIMHCTBE HAGIIO-
JIeHHI, BKOTOPBIX OTMEUEHO MPOrpecCHpOBaHIe
BEHTPUKYIIOMETATTNH, & TAKXKE B CIIYUasX ee paH-
HETo MpEeHATATBHOTO OOHAPYKEHHH.

Tenemuxa. B mitepatype OInmcaHbl code-
TaHWs TUApolieQaTii ¢ OIMyXOosiMU, BHYTPH-
JKeJTYAOUKOBBIMU KPOBOMBITHAHUAMHU, CTEHO-
30M CWJIbBHEBA BOJIOINPOBOJA, apTepHO-Be-
HO3HOI MambgopMalen, CMHIApoMaMu Ap-
Honbaa — Kuapu u Jlenau — Yokepa, Gonee
yeM ¢ 40 XpoMOCOMHBIMH AHOMATTUAMM, MHO-
roYMCIeHHBIMU CHHIPOMAMU MHOXECTBEH-
HbBIX TIOPOKOB pasBUTHA, MOHOT€HHBIMH 3a-
GoneBaHUAMHU U CKEJIETHBIMHU JINCTLIA3HSAMUA
[21, 22]. CoyeTaHHBIE AHOMATHM AMATHOCTH-
pytotca B 70—80% HaOMoOAeHUH, TPH 3TOM
MOJIOBUHA U3 HUX 4BIMIOTCH 3KCTPaKpaHU-
aJTbHBIMU 1 HE BCETAa MOTYT OBITE BEISIBICHBI
npeHaTanbsHo [6]. Okono 25% cinyyaeB ruj-
pouedaniu, IMaTHOCTHPOBAHHBIX IO POIOB,
CBS3aHbI C XPOMOCOMHBIMM Jle(heKTaMU.

CreHo3/aTpe3us CUIbBHEBA BOIOITPOBOAA
SABIBIETCH HAMDOIES YaCTOM TIPUIHHOM pa3Br-
T rugpouedamin. CTeHo3 MOXeT ObITb 30~
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JIMPOBAHHOU MATONOTHMel, pasBHBAIOIICHCS
BTOPHYHO HA (POHE KPOBOM3IHUAHUA, BHY TPH-
yTpobHoi nH}peKIMuu (IIHTOMETaToOBHPYC,
TOKCOILUIA3MO3, KPACHYXa), OMYXOJIH, a TAKKe
BXOJIJMTb B COCTaB CMHAPOMOB MHOXeCTBEH-
HEIX ITOPOKOB pasBUTHA (HATIPUMEP, CHHAPOM
Yokepa — Bapbypra) |21, 23]. CemeiiHbie cimy-
yau CTeHO3a CUJIbBHEBA BOAOIPOBOJIA B OC-
HOBHOM SIBISIFOTCS X -CLIeTUIeHHBIMU | 24], of-
HAKO OIMUCAHBI M peJIKue HADIOIEHH C ayTo-
COMHO-PELIECCUBHBIM THITOM HacJelOBaHHA
[25]. ¥V 25% narmeHToB ¢ X-clieTieHHOo# (op-
Mol riapoledanii oTMedaeTcsi 0cOOeHHOCTE
PasBUTHA NaJbLEB (Pa3orHyThle U OTBEJIEH-
HBle OONBLIME AL PYK), HO 3TOT MPU3HAK
He ABRIIeTCH MATOrHOMOHWYHBIM |26].

[TpeHatansHOEe oOcnegoBaHKE OOJIKHO
BKJIIOYATE KAPUOTUITMPOBAHNE, BUPYCO-
JIOTUYeCKHe TeCThl, TINATEJIBHOE YNbTpa-
3BYKOBO€ HcCJleloOBaHUE C MOJApOOHOM
OLIEHKOM CTPYKTYP CIIMHHOTO MO3Ta M TIO-
3BOHOYHMKA, OMTOPHO-IBUTATEJTbHOI CHUCTe -
MBI M KucTeil. PoguTenaM 1oJpKHA ObITh ITpe-
JIOCTaBJIeHA KOHCYJIbTALUA HeHpOXUpypra
I OOCYKIEHUS BO3MOXHOCTEIM JIeYeHHS B
HeoHaTanbHOM Tieprone. B cinyuae ribemm
T1oda HIH HOBOPOXKIEHHOTO H806X0,[[HMO
MpoBefieHre MOoJApOoOHOTO MATOOTOAHATO-
MHYECKOro MCCIeNOBAHMWA, BKIIOYAIOI[ETO
peHTreHorpadguio. OcMoTp HOBOPOXKIeHHO-
o TeHeTUKOM o0JieryaeT rMoCTAHOBKY CHH-
JIpoMoJIornyeckoro nuarHosa. [ Ipu BersgBrie-
HHUU HeCOATAaHCHPOBAHHBIX TPAHCIOKAITHMA Y
T10/1Aa TIOKA3aHO KApUOTUITHPOBAHHE POIH-
TeNeH A NCKIIDUYeHWUI HOCUTEILCTRA cba-
JIAHCHPOBAHHOM TpaHCIOKAMMU OOHHUM M3
CYIIpYTOB.

3aKMOUUTEIIBHOE METMKO-TEHETUYECKOE
KOHCYJIETUPOBAHIE CEMBH JIOJDKHO OBITh HA-
TIPAaBIEHO HA BBISICHEHHE BO3MOXHOIO THIA
HacIeI0BAHMA S3TOM TIATONIOTHH U OTTpeJielie-
HWS pyUCKa poxkaeHHd 6oJIbHOro pebeHKa rpu
clemyonmx 6epeMeHHOCTSIX.

Taxmuxa e neonamaavrom nepuode. Y HO-
BOPOXAECHHBIX ¢ TUApouedaneil B 60b-
LIIMHCTBE CJIyYaeB ONpeAelIIeTcs VBeIMYeHe
pa3MepoR TONOBBI M paciliipeHNe XKeTyaou-
KOB MO3ra, BBISIBIIsSieMOe TTPpH HelipocoHOoTpa-
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¢duu. I[TpH BEIpaKeHHOH BEHTPHUKYJIOMETa-
JIMM BO3MOKHO IMPOBeJIeHHe LIYHTUPOBAHMA.
HakomnneHHbIlT K HACTOSILIIEMY BpeMeHHU
ONBIT CBHUIETENLCTBYET O TOM, 4TO 3pdek-
TUBHOCTB LIYHTHPOBAHMS M MCXOJI OTIepariin
3aBUCHT OT HAMTWYMSA COYETAHHOM TMaTOJIOTHH
Mosra. IIpy oTcyTCTBUM JPYTrUX M3MEHEHHI
TIPOTHO3 AiJIsi HOBOPOXKIEHHOTO OTHOCHTE b~
Ho OnarompusiTHbIA |27, 28].
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AHOMAJIUA NJEHAN—YOKEPA

Onpedeaenue. AHomamus lengn — Yoke-
pa — 3TO TATOJIOTHA, XAPAKTEPUIYIOLIAICH
HApPYIIEHWUEM Pa3BUTHA MO3TOBBIX CTPYKTVD,
BKITIOYAKOIIAS YACTUYHYIO WK TIONHYIO are-
HE3WI0 MO3XKEYKa, KMCTO3HOEC paclIMpeHUE
YeTBePTOrO KeIYI0UKA M YBeIIUeHHUE 33 1Heid
yeperHoi SMKH. 1o/ HeroJIHbIM BApHAHTOM
aHoMaK JleHm — YoKepa MoHUMAaloT Yyac-
TUYHYIO areHe3HIo YepBs MO3XKeyKa 0e3 yBe-
JMYeHM 3aaHel yepernHol sMkH. Hepenko
aHoManus JeHmi — Yokepa codyeTaeTcs ¢
ruapouedaTieil U ApyruMU MHTpa- M 9KCT-
paKpaHUANTEHBIMH TIOPOKAMH PA3BUTHSA.

Yacmoma. 1o JaHHBIM JHTEpaTypHI,
yacToTa aHomamu Jenou — Yokepa cocTaB-
jstet 1 enyuaiina 25 000—35 000 xXuBopoXKIeH-
HBIX [1]. OT 4 1o 12% BpOXIeHHBIX THAPOLIE-

CHO
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Puc. 1.10. bepemennocts 24 nen. Anomanus Jenmu—
Vokepa. Kucrta zagHeil gepenmHoil SMKH yKazaHa
CTPEITKOI.
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danuii cBsizaHEBl ¢ aHoManuen JeHanm —
Vokepa.

Smuonoeun. Anomanus [lenagu — Yokepa
BO3HMKaeT B pe3yjibTare JIeHCTBUSA CAMBIX
pasHbIX pakropoB. OHA MOXKET OBITh H30JH-
POBAHHOM MW COYETAHHOM, TO eCTh OBITH CO-
CTaBJAIONIeH TeHHBIX M XPOMOCOMHBIX CHH-
JIPOMOB M CHHAPOMOB MHOKECTBEHHBIX 110~
POKOB passutud [2].

OcHoenbre npunyunvt duaznocmuru. Y
n10/10B ¢ aHoManuei Jlenau — Yokepa BbI-
SIRTISIETCST TIOJTHASI WITM JacTHUIHAs areHe3us
yepBs Mo3zxkeuka (puc. 1.10).

B cnyuasx monHo areHe 31U MOy APHs
MO3KeyKa [MONHOCTHIO pa3olieHsl, 60Jb-
LIasg UcTepHa, KAk M YeTBepThIi XKeyI0uek,

Puc. 1.11. bepemennocts 20 nel. Anomanmus Jenmy —
Yokepa. Kiucra sagdeil gepentoii siMKH yKazaHa
CTPEJIKOIL.
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YBEJIMUEHHI B pazMepax U BUYATU3UPYIOTCS
B cepeHHe 3aJHei yeperHoi SMKH.

Ecym gedekT yepBsi MO3XeuKa orpaHH4eH
HWKHUMH OTIOEJIAMH, TO B HEKOTOPBIX IUIOC-
KOCTSIX CKAHHPOBAHUS 5XorpapuieckKoe M300-
paxeHIe MO3XeUKa MOXeT OBITh HOpMah-
HBIM. B 3THX cliyyagx IMoCcTaBUTh JIHATHO3
MOXHO, CMECTUB JIAaTYUK K341 M BHU3 TaK,
YTOOBI MOMYIUTH H300pakeHe KOMMYHHKA-
UHH MexXay GONbIION IIMCTeEPHOM 1 YeTBep-
TBIM KemynoukoM. [lpeHaTanbHBIN AWATHO3
a”Homanuu Jlenm — Yokepa B OOJIBLIMHCTBE
CJIy4aeB MOXET OBITh YCTAHOBJIEH HAYMHAA €
20 Hen GepemenHocTH (puc. 1.11) [3].

ApaxHoMaanbHas KHCTa 3aJHeil yepern-
HOM AMKU MMeeT cxoxee sxorpaduueckoe
uzobpaxenue (puc. 1.12) |4]. OtmurTe -
HBIM MTPHU3HAKOM KHCTHI SIBIISIETCS CMETIeHIe
MO33KeuKa KIepeau IMpr HOPMAJILHOM pa3BH-
THM €ro moJyluapuii M uepns |5]. ApaxHou-
JanbHas KMCTa MOXeT TIPUBOIUTS K TIOSIBIIE-
HHIO BEHTPUKYJIOMETAIINI, HO PEJIKO CoveTa-
eTCsl C IPYTUMMU aHOMAaJUSIMH [OJIOBHOTO
Mo3ra. B HEKOTOpPBIX CITydasix M30JMpOBaH-
HOe pacilMpeHue OOJIBIIOH IIUCTEPHBI MOXET
CO3aBaTh KapTHHY, TIOXOXYIO HA aHOMAJTHIO
Hennu — Yokepa (puc. 1.13). Iuddepenim-
aJIbHBIA JWArHO3 OCHOBBIBAETCS Ha oOHapy-
XeHUH MHTAKTHOIO YepBs MO3XE4Ka.

Pannusas npenamaavnan ouaznocmura. Co-
TJIACHO JAHHBIM JINTePaTypPhl, HAnbosee paH-
HSI MpeHATATBHAS TMATHOCTHKA AHOMATHMH

Pue. 1.13. bepemennocts 28 wen. [onepeunoe ceue-
HHE TOJOBKI IJIOJA HPH paclIMpeHHH GONBINOH 1He-
TepHEI (12 MM).

Jlenan — Vokepa ObIma oCylllecTBI€HA MPU
TpaHCBaruHambHOM 3xorpadgun B 14 Hes Oe-
peMeHHOCTH [6].

Tlpenama.wnas maxmurxa u npoeros. [1pu
Moao3peHMn Ha anoManuio Jlenau — Yokepa
CIIeiyeT IToApOOHO U3YUUTH CTPOEHHUE I'OJIOB-
HOTO MO3ra M UCKJIIOUMTh BKCTPAKpaHHAb-
Hble U3MeHeHMs. Yaiile Bcero cuHapom JleH-
o —Yokepa coueTaeTcs ¢ rTiapoledanieit,
B 7—19% crmyvaeB TMaTHOCTHPYETCS arcHE3 s
mozomuctoro Tena |1, 7]. U3 sKkcTpakpaHu-
AMbHBIX MOPOKOB pasBUTHA Hanboliee pac-
MPOCTpaHeHBE AHOMATIMHA MOYeTIoNIoBO# CH-
CTeMBI, JIU1IA, CKeJIeTHbIe JUCTUTIA3UH 1 TTATO-
JIOTHA KeNYIOYHO-KHILIEYHOT O TpakTa. Joc-
TATOYHO YacTO BBISBIIOTCSH BPOXIAEHHEIE
MOPOKHU CepAlia, MO3ITOMY TIPH aHOMATHW
Jenmu — Vokepa cienyeT IIpOBOANTE 3XOKap-
JiorpaMueckoe McClelOBAHME.

B Tex ciyyanx, Korja IHarHo3 CHHAIpOMa
JeHan — Yokepa yaaercsl ocTaBUTh 10 Tie-
pHriofia X1U3HecocoOHOCTH TUTOAA, TAIHeHT-
Ke clieyeT MpeasioKuTh TipepbiBanue Gepe-
MEHHOCTH I10 MEIULIMHCKUM TTIOKa3aHuAM. B
CITy4ae rpoJIOHTUpOBAHHS OepeMeHHOCTH IMO-
Ka3aHo AWHAMUYECKOe YIIbTpasByKoOBOe Ha-
OmoneHue Kaxabie 3 Hell ¢ Leblo OLIeHKNA
TEMIIOB POCTa TUIONA M CTeNeHU ruapoLeda-
Jiun. PortopaspeliieHue crieyeT ocyLUeCTRIATh
B PeruOHAILHOM IMePUHATAIIEHOM LIEHTpe.
Jlake mpy HATAYMK MakKpolledatiu, pa3BUB-
[Ieiicsi B pesyabTare Tapoledanin, He cie-
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JIVeT BO BCeX CIIyJastx MpUMEHATh LiedatoLieH-
Te3 TP POAOPA3peLLIEeHUN Yepes eCTeCTBeHHbIe
MIYTH, TIOCKOJIBKY IeTH C CUHIpoMoM JleHau —
Vokepa MOryT ObITh KH3HECTIOCOOHBIMM.

Tenermuka. Anomamig lenam — Yokepaco-
YETAeTCsl ¢ MHOTMMHM XPOMOCOMHBIMH JieheK-
TAMI: TPUCOMUSIMH, TPUTUTOMIHSIMU, AYTUTHKA-
usiMe, aenenysiMu [6]. Kpome Toro, oHa Bxo-
T 6oree yem B 70 CHHAPOMOB MHOXKECTBEH-
HBEIX  TOPOKOB  pasBUTHA,  BKIKOYasd
AyTOCOMHO-peIIeCCHBHBIE CHHAPOMBI YoKepa—
BapOypra u Mekkens — ['pybepa |8]. BozHuk-
HoBeHMe aHoMamuu Jlenmu — Yokepa cBsA3bI-
BAlOT ¢ IMabeToM Y MaTepH |9], a Takke ¢ Tepa-
TOreHHBIM BIIMSHHUEM PETHHOBOM KHUCITOTHI,
BapdapvHa U BHYTPHUYTPOOHBIX MHQEKIIHii
(LToMeranoBupyc, KpacHyxa) [2, 10—12]. [o-
BTOpEHHE TIPH TTOCHEYIONINX OepeMeEHHOCTAX
H30MpoBaHHOM ¢GhopMBl aHOMAMMK eHmu —
Vokepa ObIBaeT KpaiiHe peako. DMITUPHIecKHii
PMCK TIOBTOpeHMsI cocTarIsieT ot 1 710 5% |[2].

IMpeHatansHOe obclieoBaHWE AOIKHO
BKJTIOUATH OIpeJieNieH e KAapUOTHIIA, BUPYCO-
JIOTHYEeCKUe TeCThbl U TIIATEJIbHOE YIILTPA3BY -
KoBoe Mccrnenopanne. Ocoboe BHUMaHNE
cJleiyeT yaesiTh AHATOMHH TOJIOBBI (MO30JTH-
CTOE TEJO), CepALa, JIMLA, pyK U Hor. Poau-
TeNAM JI0JDKHA OBITH MpefocTaBiieHa KOH-
CYNBTALIMS HEMPOXUpYpra il 00CYKIeHMI
BO3MOXXHOCTeH XHpYpTrHUecKOro BMeIIaTeb-
CcTBa 1ocyie poaoB. B ciyyae rubenyd ruioaa
WM HOBOPOXKAEHHOTO HEOOXOAMMO TpOBe-
JieHue MoApoOHOTo TTATOIOT0AHATOMUIEeCKO -
T0 WCCTIEIOBAHMSI, BKTIOYAOIIETO peHTIeHO-
noruveckoe obcrnenopanre. KoHcynbramms
CHHApPOMOJIOra KakK J10, TaK M T10cie poxjie-
HHA, MOXET OOJIETIUTh MOCTAHOBKY CHHIPO-
MOJIOTMUECKOTO JIHAarHO3a. BEIsIBIIeHN e B Ka-
pHOTHIIE TnoAa HecOamaHCHPOBAHHOM
TpaHCIOKALMK SABIFeTCS TTOKa3aHWeM K HC-
CJIeIOBAHUIO KApHOTUIIA poaUTeNeil [UTd Uc-
KMoYeHUS HOCUTETHCTBA COATaHCHPOBAH -
HOI TPaHCJIOKAITMM OJHUM U3 CYTIPYTOB.

IMpu 3akmourTeTBHOM MEAMKO-TEHETH-
YECKOM KOHCYJIETUPOBAHUM CEMBH CIelyeT
o0CyAnTh BO3MOXHEIE TIPUUYMHBI MOPOKa U
M3YIUTh UCTOPUIO CEMBH, A TAKXKE OTIpe/e-
JTUTH SMMUPHIECKAN PHCK MOBTOPEeHMUSI.

Taxmura e neonamaarom nepuode. TaKTH-
KA B HEOHATAJIBHOM TIepHo/ie ¥ MPOrHO3 JUT
>KW3HHW U 3[0POBbSI 3ABUCAT OT HAJTMUMS CO-
yeTaHHBIX aHOManuii. HekoTopele maijpeH-
ThI C 30T pOBaHHOI (OPMOI CHHIpOMA Be-
JIyT aBGCOIOTHO HOPMAJIBHBIA 00pas KU3HH,
BKJTIOYAS 3aHATUSA CTIOPTOM (e31y Ha BEJIOCH-
rnene, 3aHdTHI THMHACTHKOI) W CTpamarT
TOJILKO HE3HAUMTEeJIbHbIMU HAPYIIeHUSI MU
KOOpAUHALIUK. B OONBIIMHCTBE CITy4YaeB JIeTH
¢ cuHapoMoM JleHm — YoKepa roasepxe-
HBI THIIOTOHWHU ¥ ATAKCHM B CBSI3U C MATOJNO-
rueii moszkeuka | 13]. [1pu coueTaniim aHoma-
Jin denau — Yokepa ¢ rijpouedaiueil pas-
BUTHE pebeHKa 3aBUCHT OT CTETIEHH Iopaxe-
HU4 KENMYTOUKOBOI CUCTEMBI.
[MpudnuzurensHo y 10% naieHToOB THAPO-
nedamig He HapacTaeT | 14]. I1pu HapacTa-
HHU rugpoLedalui BOZMOXHO IMpoBe/ieHI e
WyHTHpoBaHMA. MHOra IIYHT CTABUTCH B
OOKOBBIE XKeNTyTOUKHW OTHOBPEMEHHO C 1IYH-
TUPOBAHHUEM KHUCTO3HO M3MEHEHHOTrO YeT-
BEPTOTO KeNyIOoUKa IyTeM BBeZeHWUd Y-00-
pa3HOro WyHTa. OTHATeHHBIA TIPOTHO3 TAKUX
Orepaiyii MoKa He U3BeCTeH.
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MUKPOLIEDAIN S

Onpedeaerue. JIOCTIOBHEIH TTepeBOJI CJIOBA
«MUKpoliehamig» 03HAYAET «MATIEHBKAA TOJI0-
Bay. KIMHHYECKH 3TO COCTOSIHUE CBSA3aHO C
TIOHATUSIMHA «MATIEHBKMIT MO3I» M «3a]1e P3KKa
YMCTBEHHOIO pa3sBUTHsI». KimiHIuecKie ciMi-
TOMBI MUKPOLIe(haTIAH MOTYT TTPOSIBIATECS KaK B
TIPEHATATTEHOM TTEPUOJIE, TAK U TIOCTIE POXKIACHHA.
Mukporiedamg MoKeTObITh e PBUYHOI, A TAK-
K€ BXOIUTE B COCTAB Pa3IMUHBIX CHHAPOMOB.

Yacmoma. CornacHo pe3yJisTaTaM MyJib-
TULIEHTPOBBIX UCCIIEIOBAHIM, YacTOTa U30-
JIMpOBaHHOI MUKpoliedalud HA TIepBOM
TOOY XW3HHU cocTaBysieT | ciydait Ha 1360
MianeHieB. [1py BKIIOUeHWH B aHAIH3 JeTei
C coYeTaHHBIMU (popMaMH MUKpoLedaTuH,
YACTOTA BCTPEUAEMOCTH 3TOM AHOMATMH BO3-
pactaet no 1,6 ciyuas Ha 1000 KUBOPOXIEH-
HbIX [1].

Bmuoaoeus. Mukpouedamid siBageTcs pe-
3yNLTATOM HACIeACTBEHHBIX 3a00/ieBaHUiA
(BpOXKIeHHBIX HAPYILIEHHIT MeTOOOIM3MA) WIN
BO3MEVICTBHA HA MO3T pa3lIMUHBIX BpeIHBIX
dbakTopos [2]. OnurcaHbl cOMeTAHUA MUK POLIE-
hamiu ¢ sHuedanoerne v spina bifida.

Ocnoenvie npunyunsl duazrnocmuxu. Jlnar-
HO3 U30JIMPOBAHHOM MUK poLiedhamii MoXeT
OBITH [TOCTABJIEH HA OCHOBAHWH KOMIUIEKCHO-

ro obciieoBaHM, BKIOYaKoLlero hetoMer-
pHUECKHe U3MEPEHHsT M pe3yIbTaThl Mopdo-
JIOTHuecKoro uccienoBanus. JluarHos, ocHo-
BaHHBIH TOJIBKO HA 3HAYEHMSIX OMMapHeTaTb-
HOIO pasMepa, HeJIOCTOBEPEH B CB3M C BO3-
MOXHBIMUW UHIUBUIYATIBHBIMU OCOOEHHOCTSI -
MU (POPMBI U pa3sMepOBTONIOBBL. OOBIYHO MUK~
potiedaTiiio MOXHO 3aTI0I03PHUTEL TIPU YMEHb-
[LIeHUH OUITApHETAIBHOIO pasMepa Ha 3 1 6o-
Jiee CTAHIAPTHBIX OTKJIOHEHMS, OIHAKO MpU
HCTTOJTb30BAHMHN 3TOTO KpUTepusi B 44% city-
JaeB OTMEUEH JIOXKHOTIONOXWTETBHBIN qHAT-
HO3 [3]. B JmTepaType OBLIM ITpeUioKeH b
JApyrye rnapaMerpsl U AHarHoCTHKH MUK pO-
tedanu: OKpyXKHOCTh TOJIOBBI, JIOOHO-3a-
THIZIOUHEI IHAMET], OTHOIIIEHME OKPYKHOC-
TH TONOBBI K OKPYKHOCTH XHBOTa. ToNBKO
MCTIONTB30BAHKME BCeX SXOrpaMuecKux Kpu-
TepHUEB MOXET HECKOJIBKO TTOBBICUTH TOY-
HOCTh AMATHOCTUKH MuKponedamu |3, 4].
CrenyeT MOMHUTD, YTO BO MHOTHX CITyda-
AX IHUarHO3 MUK poLedaTuu, MocTaBIeHHbIA
B MpeHaTAJIbHOM IeproJie, He HAXOOUT IO/~
TBEPKIEHUS TTOCTe POAOB U HOBOPOKIeHHBIE
He UMelOT KJIMHWYeCKIX IMTPHU3HAKOB 3TOl 1a-
Tonoruu. C apyroii CTOPOHBI. TIO JAHHBIM JTH-
TepaTypsl, B 6 U3 7 cllyyaeB MUK poliedaiH,
BBISBJIEHHOI MocJie pojIoB, HUKAKKX BX0rpa-
(pHueCKMX TIPOSBICHUIT 3TOI aHOMAINH TIPH
obcnemoBaHMM IU104a 10 22 Hen OepeMeHHO-

23




1 riraBa

CTH OTMeUYeHO He ObLIO [5].

CornacHo HeJIAaBHO OITYOJIMKOBAHHBIM pe-
3yILTATAM, TOUHOCTE MTpeHATATBHOM JHArHO -
CTHKH MHUKpoledati MOXHO MOBBICHTH
MpH BBISBJIEHWN COUYeTAHWUS YMeHBIIeHU
pasMepoB roJioBsl (IO OTHOLLEHMIO K JIJTUHE
Oe/lpeHHOI KOCTH WM K CPOKY OepeMeHHO-
CcTH) Ha 3 He U OoJlee M KAKUX-JIMOO OTKJIO-
HeHWI 0T HOPMAJTBLHOTO pasBUTHS OTHETEHBIX
CcTpYKTYp Mo3ra [6]. Ipu Mukpouedamun
HepeaKo oOHApYKHUBAeTCHd CHUXKEHHE 3BYKO-
MPOBOIMMOCTH KOCTell CBOMA Ueperia yXe BO
BTOpOM TpuMecTpe GepeMeHHOCTH.

Tlperamasvnas maxmuxa. TTpy onospeHN
HaMUKpoLehATHIO CTIETYe T TIIATETHHO H3YUITh
AHATOMMEO IJIONA BLIESIX MCKIIOUEHIS COYETAH -
HbIX aHOMaHiA. [1p1 HATTMYKMA IPYTHX TIOPOKOB
PasBUTHA poliopaspellieH e Clie/lyeT IPOBOIITH
BMHTEpecax MATepH, He PACILIMPAA MOKA3AHUA K
KeCapeBy CEUeHHIO CO CTOPOHEI TIONA.

Tenemura. Muxponedamigd onucada 60-
Jiee 4eM Ipr 125 XpOMOCOMHBIX aHOMAMMSIX,
400 MOHOreHHBIX 3a00JIeBAHUSX, TepPATOreH-
HBIX 3MOPHOMATUIX, CUHIpOMaX MHOXE-
CTBEHHBIX IMOPOKOB PAa3BUTHA M COCYIHCTBIX
HapyleHuax [7]. K dakrtopam, crocodcTBy-
FOIMM (hOPMUPOBAHHMIO MUKpoLiehaiu, OT-
HOCSITCS TakoKe MH(QEeKINH (LIUTOMeraaoBH-
pYC, TOKCOTJIa3MO3, KpacHyXa), aJKOTOJlb, pe-
TUHOBAS KWUCJOTa, MOHU3UPYIOLLEe U3JTyye-
HHe, KOKauH U heHUIKeTOHYPUA Y MaTepH |2,
8—16]. Kpome Toro, ormicaH ayTocOMHO-pe-
LIECCHUBHBIN CHHIPOM, XapaKTepHU3YOLLIHIC
MaTeHbKHMMH pa3MepaMU FOJIOBbI H HOPMaTb-
HBIM MHTeJUIEKTYATbHBIM pasBuTHeM [17].

ITpeHaTtanbHOe 0BCHeOBAHNE JOIKHO
BKJTIOUATDH OTIpejieieHIie KapHOTHIIA TUIo/Ia |
TIIATeIBHOE YIETPAa3BYKOBOE MCCIIeHOBAHNE.
[TpH BEIABIEHWH COUYETAHHBIX AHOMAMIA JUTA
YTOUHEHWS TpeHATAIBHOTO JIMArHo3a TpedyeT-
C$1 KOHCYIBTAIIUS CHHApoMorora. B ciyuae
oBHapyXeHMs ¥ TUI0Ja HecOaIaHCHPOBAHHOM
TPaHCIOKALIMK TpedyeTcs onpeaenieHre Kapy-
OTUIA poaMTeNIei /11 UCKITIOMEeHHS HOCHUTe Tb-
cTBa COATAHCHUPOBAHHOM TPAHCIOKALIMI OJ1-
HITM 13 cyrpyroB. [locne poxmeHus pebeHKa
HeoOXOomMMa KOHCYITBTAlMsI TeHeTUKA M CHHI-
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POMOITOra JI/IS YTOUHEHW A IMArHO3a M OTTpejie-
JIEHWA MPOTrHO3a JJIH XKU3HH U 30POBbS.

3aKIIOUNTENIbHOE MEIMKO-TeHeTHIeCKOe
KOHCYNbTUPOBAHUE CeMbH JIOJIKHO BKIIIO-
YyaTh U3YYeHWE TeHeaJOTUYeCKOro AepeBa
JUTA pellIeHMA BOITPpOCa O BO3SMOXKHOM PHUCKE
MOBTOPEHUA 3TOU MATOJIOINAH TIPH TMOCTIEY-
HOITHUX OepeMeHHOCTSIX.

Taxmuxa 6 neonamaavnom nepuode. I'lpo-
THO3 JUTY JKH3HU M 300POBBs 3aBUCHT OT IpH-
YUHBI aHoMamu. [Tpr Myk poniedhamim ¢ ayto-
COMHO-PEHECCHBHBIM THUITOM HACJIETOBAHWA ¥
JleTeil pasBUBaeTCs SITAENCHS, YMCTBEHHAY
OTCTANOCTh W THITOTOHKA [18]. B cnyyasx ce-
MeMHON MUKporedamii HEBPOJIOTUUECKIIA
cTatyc peDeHKa U ero rMCUXuIecKoe pasBUTHE
He cTpagatoT. [1pu Mukponedanii, BO3HUK-
1LIei B pe3y/ibTare BHYTPHYTpoOHOTo MHGHIIN-
poBaHuA Bo3OymuTenaMu rpyrrsl TORCH,
KakK TIpaBIIo, OTMEYAeTCS BhIpakKeHHas1 3a1ep-
KKa TICHXOMOTOPHOIO pasBHTHA, XOTH MOTYVT
OBITH M UCKMIOUeHW . HeKoTopble MaLMeHThl,
Y KOTOPBIX MUK porie(aivg BOSHUKIIA HA (JOHe
UHQUIMPOBAHUS BUPYCOM KPACHYXM, MOT'YT
He OTCTaBaTh B IMICUXWYECKOM pa3BUTHIL
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AHEBPU3MA BEHbBI I'AJIEHA

Onpedeaenue. [lon TepMHUHOM «aHEBPH3-
Ma BeHbl ['aneHa» rnojpasyMeBalOTCsd pas-
JIMYHBIe cocyaucThie MalibhopMalluu oT
MHOXECTBEHHBIX KOMMYHUKALIUI MeXIy
cucTeMOli DOJBIION MO3rOBOI BeHbI M MO3-
TOBBIMH COCYIAMM CUCTEMBI COHHEBIX M Bep-
TeOpobasvIpHBIX apTepuil 10 COOCTBEHHO
aHeBpH3MEI BeHEI ['anmeHa. IIpy BeIpaxkeH-
HBIX COCYAHUCTBIX M3MEHEHMUIX BO3MOXHO
PAa3BUTHE TSKEJBIX TeMOJUHAMHYECKHX Ha-
PYLIEeHWIA Yy TU100A.

Yacmoma. HecMoTps Ha TO, 4YTO aHeB-
pu3zMa BeHH ['anmeHa BcTpeuyaeTcsi OUeHbB
penKo, Ha 3Ty aHOMaJIMIO rpuxoaurcs 1/3
BCeX CJIyJaeB apTepHO-BeHO3HbBIX MATL(Op-
Malluii eproaa HOBOPOXIEHHOCTH H pPaH-
HETO JeTCTBA. ¥ MATBYMKOB OHA BCTPEYAeT-
cq B2 pazagauue [1].

Bmuoaceus. AHeBpHU3Ma BeHbI ['aieHa aB-
JIETCS Pe3YNBTATOM IIPSIMOTO APTePHATTEHO-
TO LUYHTA HJIH apTe pPHO-BEHO3HOM Mabdop-
Maluu, KOTOpble YBEJIMUHUBAIOT MOTOK KpPO-
BU yepes BeHy ['aneHa. KpoBb B aHeBpU3Ma-

THUYECCKOC pacIllMpeHHWE TTOIAJacT M3 Iepe-
JHUX 1lepeOpanbHBIX U 33IHUX XOpOMW/Iab-
HBIX apTepuii [2—4].

Ocnoenvte npunyunst onaznocmuru. Ipyu
VABTPA3BYKOBOM HCCIIETOBAHIH TUIONA AHEB-
pH3Ma BeHBI | ateHa BUsyaTusupyeTcs B BUIe
CPCAMHHOI'O THITO3XOI¢HHOIO 06p330Ba}H{H,

Puc. 1.14. Bepemennocts 33 nen. onepearoe cee-
HHE ToJIoBB IUIofa. CTpeliKoil yKazaHa AaHeBPH3MA BeHbI
lanena.
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Puc. 1.15. Tlomnepetstoe cedeHUE TOMOBRI TUI0MA-0THS-
Hella Mpy aHeBpI3Me BeHE LaseHa (eTpeika).

PACTIONIOXKEHHOTO HAl MO3XEUKOBBIM HaMe-
TOoM (puc. 1.14, 1.15). LIBeToBoe gomniepoB-
CKO€ KapTUpOBaHHE 3HAYMTENIBHO YITPOLLAeT
NnpeHaTaJbHYIO JUATHOCTHKY AHEeBPU3MBI
BeHbI ['aneHa. OCHOBHBIM JTMATHOCTHYECKIAM
KpUTepHEeM AHEBPU3MBI SIBISIETCS TY pOYJIeHT-
HEII apTepHalbHBIH W BEHO3HEBII XapakTep
KpOBOTOKA, OOHAPYKMBaeMbIidi B CpeIIMHHOM
TUIIo3X0oreHHOM oOpazoBaHuu (puc. 1.16) |5].
J171s1 yTOUHEeHMS AUATHO3a TTOC/Ie POMOB CIIeIyeT
TTPUMEHSIT $1/Ie PHO-MArHUTHYIO TOMOTpaduio,
KOTOpas JaeT BO3MOXHOCTb YTOUHUTH CTPYK-
TYPY COCYIAMCTOrO pyciia ¥ BBIIBUTE BEHO3HEIE
apeHaxu [6]. NuddepeHIManbHBIA quar-
HO3 HEOOXOAMMO MPOBOIMTE CO CPEeIMHHONM
ApaxXHOMIAIBHON KMCTON, nopaHuedamm-

€1 1 MEXTTONYILIAPHOI KUCTOM, KOTOpasd MOKET
00pa30BaThes MPH areHe3HM MO3OJIMCTOTO TeJa.
CornacHo cyMMapHBIM JJAHHBIM JIMTepaTy-
Pbl, Cpe COYETAHHBIX M3MEHEeHHiA, BBISRIIS-
€MBIX Y TUIOHOB C aHeBpU3MOo# BeHbl [aneHa,
HauboJsee YyacTo OTMEYAIOTCS KapIUOMET us
(64%), pacupeHue cocyoB1ueu (32%), BeH-
TpuKynomMeramus (24%), muoroponue (16%),
renatoMeramast (12%) m actur (12%) |7].

Teuenue zaboaeeanusn u npoznos. I1pu
POXIEeHWUH ¥ TIOJIOBHMHBI IeTeil CUMITTOMATH -
Ka OTCYTCTBYeT. ¥ ocTalnbHEIX 50% MMeIoT-
CH MPU3HAKM CepAeYHOM HeOCTATOYHOCTH
[8], koTOpad gBndeTcsa HeOIaronpuATHBIM
MPOTHOCTUYECKHM MpU3HAKOM. ['Hapore-
damisi Ipu poXIeHNUHN JUATHOCTHUPYeTCS
PenKo, HO B HEKOTOPBIX CJIyYasx OHa pa3BH-
BaeTcs CITyCTd HeKoTopoe BpeMs. B 6onee
MO3IHEM BO3pacTe MOTYT BO3SHUKHYTh BHYT-
pydepeTTHbie KPOBOM3IUSHIS W HAPYIIISHUS
MO3TOBOTO KpOoBOOOpaIieHHs1, TPHUBOIsIIIIE
K MILIEMUWH.

[IporHos rpu aHeBpusMe BeHbI ['asieHa
HeOnarorpusaTHEIH — 6onee yeM B 90% city-
yaep HAaCTYTIaeT CMEPTh B HEOHATATBHOM ITe-
pHOOE U MIAOEHUYECKOM BO3pacTe. boneiie
HaJeX bl BO3JIATAIOTCH Ha 3MOO0M3AIIHIO
apTepuo-BeHO3HOU MasbhopmMarn [8—10].
OnHako, HeCMOTpPsI HA OTHeJbHbIE yCIIeml-
HEIe KIMHHYEeCKHWe CIyYal OIle pATUBHOTO
JIeyeHUd , TIpeMMYIIeCTBEeHHO ITyTeM 5MO0-

Puc. 1.16. bepementocts 34 Hen. IMonmepeunoe cedeHHe TOJIOBB TUI0A B B-pexiimMe () M B pexMMe 1IBETOROTO JIOTT-
IUICPOBCKOrO KapTHpoBaHus (0) 1ipn aHeBpusMe BeHbI L ajieHa (crpenka).
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JIM3AITMH, CMEPTHOCTH OCTAETCS BBHICOKOM 1
cocrtapnger 78% |3].

CITUCOK JINTEPATYPEIL

1. Lond D.M., Selijeskoge E., Chous S., French
L. Giant arteriovenous malformations in infan-
¢y and childhood // ). Neurosurg. 1974. V.
40. P. 304-312.

2. Raybaud C., Strother C. , Hald I. Aneurysms of
the vein of Galen: embryonic considerations and
anatomical features relating to the pathogene-
sis of the malformation // Neuroradiol. 1989.
V. 31. P. 109--128.

3. Johnston I., Whittle 1., Besser M., Morgan W.
Vein of Galen malformation: diagnosisand man-
agement // Neurosurg. 1987. V. 20. P. 747-758.

4. Horowitz M., Jungreis C., Quisling R., Pollack
I. Vein of Galen aneurysms: a review and cur-
rent perspective // AINR. 1994. V. 15.
P. 1486--1496.

5. Memseses M.B., Arteiniuk HLA. Tpumene-
HHe TONILIepsXorpadii IIpH SKCTpaKapiii-
aJIBHBIX aHOMaJMSIX ¥ 1101a // Jlomreporpa-
¢us B akymepetie / [on pen. Menpenepa
M.B., Kypeaka A., IOgunoii E.B. M.: PA-
BV3JII1, Peansroe Bpems, 1999. C. 113—144.

6. Martinez-Lage J., Garsia Santos I., Poza M.,
Garsia Sanchez F. Prenatal magnetic reso-
nance imaging detection of a vein of Galen
aneurysm // Child Nerv. Syst. 1993. V. 9.
P. 377—-378.

7. Sepulveda W., Platt C.C., Fisk N.M. Prenatal
diagnosis of cerebral arteriovenous malforma-
tion using color Doppler ultrasonography: case
report and review of the literature // Ultra-
sound Obstet. Gynecol. 1995. V. 6. No 4.
P. 282-286.

8. Morianty J., Steinberg G. Surgical obliteration
for vein of Galen malformation: a case report //
Surg. Neurol, 1995, V, 44, P. 583580,

9. Berenstein A., Epstein F. Vein of Galen mal-
formations: combined neurosurgical and neu-
roradiologic intervention // Pediatric neurosur-
gery: surgery of the developing nervous system /
American Association of Neurological Sur-
geons, eds, NY: Grune and Stratton, 1982,
P. 638-647.

10. King W., Wackym P., Jinuela F., Peacock W.
Management of vein of Galen aneu-
rysms:combined surgical and endovascular
approach // Child Nerv. Syst. 1989. V. 5.
P. 208-211.

ATEHE3US MO3OJIMCTOI'O TEJIA

Onpedeaenue. Mo3onucToe Teno mnpen-
crapisier cobol IHMPOKYKD CPeIUHHYIO
CTPYKTYPY, COeIUHATOLLYIO MOJIyLIapyUd MO3-
ra. OHa popMUpYeT HIDKHIOK CTEHKY MeX-
NonylapHoi 60po3abl U KPHILY TPETHEero
Xenynodka. Mo3osicToe Tefio — caMoe MOLL-
HO€ MEXITIONYIIapHOe CoelMHEeHHE, codep-
*Kamee oostee 300 MMJUTHOHOB AaKCOHOB. Are-
He3Us MOKeT ObITh IMOJTHOM MM YaCTUUHOM.

Yacmoma. VIcCTHHHAS YacTOTa areHe3uu
MO3OJIMCTOTO TeJla He M3BECTHA, TTOCKOJIBKY
B HEKOTOPHIX CITyJasix 9Ta aHOMAJIHS pa3BU-
THS HE UMeeT KJIMHUYEeCKUX CUMITOMOB. B
PEHTI€HONOIrHYECKUX CEPHX MCCIIEIOBAHWIA
Ccoo0IIaeTCH O YaCTOTE areHe3HU MO30JTUCTO-
rotenaor0,4m00,7% | 1]. V nereit ¢ 3amepx-
KO YMCTBEHHOTO pa3BUTHI B 2—3% BbISB-
JISIeTCS areHe3usl MO30JIMCToro Tena [2].

Bmuosoeus. Mo30JIMCTOR TEJIO pa3BUBACT-
cs1 BuHTepBane ot 10 1o 12 Hen GepemMeHHOC-
1. [lepBbIMU hOpMUPYIOTCS TIEPEAHIE OTae-
JIbl, TO3Xe — 3aaHue. [1omHOCTRIO TpolLiecce
00pasoBaHMs MO30JIMCTOIO TeJa 3aBeplIaeT-
cs K 20 Hen GepemeHHocTH. Haubolee yac-
TBIMU IIPUUMHAMH areHe3WH SABISIOTCS BOC-
MajeHue U HapylleHHe KpoBOOOpallleH s .
YeM paHblle AeHCTBYET IMATONOTMYeCKUA
dakrop, TeM OoJIBIIe BEpOATHOCTH (hOpMHpO-
BaHWs TIOJTHO# areHe3uu. [TocKoMbKy mpo-
ecc (POpMIPOBAHMS MO30OJIUCTOrO TeJIa UAET
OT NEePEIHHX OTIENOB K 3a[{HUM, Yalle BCEro
qacTHUHAs areHe3Wd 3aTparuBaeT UMeHHO
33JHHE OTOEbL. ATeHe3Us TepeJHUX OTHENIOB
BOBHMKAaeT OOBIMHO B pe3yJIBTaTe UX paspyliie-
HHA TOBPEXAAIOLIMMHA aKkTOpaMu U peIKo
B pe3yibTaTe HelpaBrIbHOTO (POPMHUPOBAHUA
3THUX oTHeNioB [3]. Bo MHOIMX cinyJyasdx ¢ are-
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He3He MO30JTUCTOro Tela COUeTAIOTC TaKue
AHOMAJIMM, KaK roJlornpo3sHIedanis, CUHI-
pombl eHau — Yokepa u ApHonbaa — Kua-
PpH, BHyTpHYepeITHbIe JITIOMBL.

Ocnoenvte npunyunst duazrnocmuku. Tpn
MornepevYHoM CKAaHUPOBAHUHU FOJIOBHOTO
MO3ra 1Ioia MO30JIMCTOE TEJIO HE BU3yallli-
3UPYETCS, HO YILTPAa3BYKOBOE HMCCIIEI0BA-
HHe TTO3BOJIseT BBIIBUTL KOCBEHHbIE TPH-
3HAKU OTCYTCTBHA 3TOMU CTPYKTYphl. K 5TUM
IMpH3HAKaAM OTHOCATCH. NHUCITPOIIOPpUHO-
HAJTBHOE YBCJIMYECHHWE 3a]JHUX pOTroB boko-
BBIX JKeJIYIOUKOB, CMELLeHHe KBepXy TPeThe-
ro XeNnymouka, y3Kue M cMellleHHBIe JlaTe-
paikHO TIepenHue pora 60KOBBIX XeNyIou-

Puc. 1.17. Tonepeunnie cedeHUS TONOBBI TLIONA ITPH are—
HE3HH MO3OITHCTOTO TEJIA.

KOB, OTCYTCTBHE TIOJIOCTH TMPO3paYHOIl 1e-
PErOpOIKH M pacLliMpeH e MEXKITOYLLApHO
Goposnbl. [lomobHast KapTHHA MOTy4KIa Ha -
3BaHHE «CpeAHHHOI» (MeXIOoNIyIlIapHOoii)
KHcThI (puc. 1.17) [4]. B Tex cioyuasx, Korga
areHesWs MO3OJIMCTOrO TeJla 3arnojlo3peHa
110 HAJTMYMIO MepevyrucieHHbIX MPU3HAKOB,
TpeOyeTcsl TIaTeIbHOe U3yYeHe AHATOMUWHA
TONIOBBI TUIOAA B KOPOHAPHBIX W CATUTTAIb-
HBIX TUTOCKOCTAX. [TpH OTCYTCTBMM 3X0rpa-
¢uuyeckoro H300pakeHHUd MO30JUCTOrO
TeJla AMArHO3 areHe3UHM CTAHOBUTCSI OYeBU/I-
HbIM. J171s1 yoyuiiieHUs BU3yaln3aliik CTPYK-
TYyp Mo3ra U obJieryeHus rojlyyeH1usd Kopo-
HAPHBIX M CArMTTAIBHBIX TTOCKOCTEN CKa-
HUPOBAHHS MOXKHO HCIOJIb30BATh TPAHCBA-
TMHANbLHOE MccegoBaHue [5].

B matepatype MMerTCsl COOOIIEHMS O
IPEHATAIBHOM JUATHOCTUKE YACTHYHOI are-
He3WH MO30JMcToro Tejia [6]. I1pu 3ToM BUe
TATONIOTHN, KaK TIPABIIIO0, BEISIBISIETCS TOMTh-
KO OfIMH TIPU3HAK — YBeJIMUeHWe 3aTHUX po-
OB GOKOBBIX KeNyI0YKOB.

PaciuupeHHbI1 M CMeLleHHBII KBepXY
TpeTuil Xenyaouek cieayer nudpdepeHIu-
pOBaTh ¢ APYTUMHU MATONOTHIECKHUMH KIC-
TO3ZHBIMH CTPYKTYpaMH, HaIIlpuMep, CO cpe-
JIMHHOMW apaXHOMIAJIbHOM KUCTOM WK ¢
PAaCIIMPEeHHOM MOJIOCTHIO TIPO3paYHOM Te-
peropoaku. Ilpu npoBenenn guddepeH-
IIUATbHOTO [MarHo3a TPUHIIUITHATbHBIM
MOMEHTOM SIBJIsSIETCS OLeHKa (GopMbl DOKO-

Puc. 1.18. bepemertocts 36 Hep. Tornepedtoe cedeHiie rolloBel IUI0/A B B-peskiMe (a) M B peskiMe SHEpTreTHIeCKO-

ro gormiepa (O} IpH areHesHH MO30JIHCTOrO Teja. 1
orufaronmi TpeTHil Xelynodek.
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BBIX XKEJIYOOYKOB, KOTOPHIC ITPH arcHE3HMHu
MO30JIMCTOTO TEJId MMEKT THUITHYHYIO KAall-
neobpasznyio popmy. Ana middeperHtmams-
HOU IMArHOCTUKM € aHeBpU3MOi BeHBI 'a-
JIeHa BaxKHOe 3HAYeHHe UMeeT JOIILIeps-
xorpa(usi, TaK Kak B paCIIMPeHHOM TPeTheM
KENMyoouyKe roJioBHOro Mo3ra 1npH arecHe3sum
MO3OJIMCTOrO TeJla He perMcTpupyercs Typ-
OyJIeHTHBIN apTepUAIbHBIM U BEHO3HBIM Xa-
pakTep KpoBotoka (puc. 1.18) [7].

Ilpenamaasnaa maxmuxa u npoeros. I1pn
MOJI03peHHM Ha areHe3H10 MO30JUCTOrO TeNla
TpeOyeTcs TIAaTeNbHOE H3y9eHHe CTPYKTYP
MO3Ta U UCKITIOYEHISI COYe TAHHOM IMATOJIO-
THH. ATeHe3Hs MO30JIMCTOTO TeJla 4YacTO BXO-
JHUT B COCTaB CHHAPOMOB MHOXKECTBECHHBIX
TTIOPOKOB pa3sBHUTHA € TUTOXHM ITPOTHO30M JUJTA
*k13HH. [1py BBISIBIEHNN TAKUX aHOMAMIA
pomopaspelieHye ClaeayeT MPOBOIUTE B MH-
Tepecax MaTepy U He pacLIMpSITh MOKA3aHWI
K KecapeBy CedeHHIO.

Tenemurxa. AreHe31st MO30OJTHCTOTO TeNAa —
5TO TETEPOreHHAS TTATOJIOT M, BXOMATIASA B CO-
ctaB bornee yeM 40 XxpoMOCOMHBIX abeppalinid,
Oonee yem 120 MoHOTeHHKIX 3a00MeRBAHHI W
CHHAPOMOB MHOXeCTBEHHBIX TIOPOKOB pa3BH-
T [8]. XpoMocoMHbIe abeppalllii BKJIIOYa-
o1 TpucoMuM 13 1 18, cuHapom XXXXY, He-
cbanaHcUpoBaHHbIe TpaHchoKauuu |9, 10].
AreHe31sI MO30JIMCTOTO TeJla BCTPeYaeTcs Ipr
BpOXIeHHBIX HApPYIIEHUsIX MeTabom3ma, Ha-
TIpUMeEp, TIPH HEKETOTHYECKOI TUTIepIivKe-
MMM, CHHIpoMax 3enbBerepa v JIeBu, nedu-
1UTe ITUPYBATKAPOOKCUIIAZKI U JIETHIPOTeHA-
3b1, MyKomurmiaose [11, 12]. JdeiicTsue Tepa-
TOT€HOB peAKO MPUBOJIMT K areHe3uwu
MO3OJIMCTOTO TeJIa, HO U3 HebIarornpusaTHbIX
(hakTOpOB creyeT OTMETHTH AJIKOTOJTb U Bap-
¢apun [8, 9|. AreHe3us1 MO30JIMCTOTO Tena
BXOIHWT B COCTAB TAKUX CHHAPOMOB, KaK CHH-
IpoM AiKapau (X-cLervieHHbIid TIOMHMHAHT-
HEI), cHIpoM Muiepa — Jeiikepa (nere-
mug 17p13,3), cunapom Yokepa — Bapbypra
(ayrocoMmHO-pelieccHBHEIN) [9]. B muTepaty-
pe UMeIoTCs COOOLIeH A M 00 M30/IMPOBAaHHOI
(opMe areHe3rH MO30JIMCTOrO TeJla, KoTopas
MMeeT pasHble TUIThI HAC/IeIOBAHUS (AyTOCOM-

HO-pPelLeCCUBHBIN, ayTOCOMHO-TOMHHAHT-
HBII, X-cllerieHHbIin) |13, 14].
[TpenataipHoe obOcnegoBaHMe JIOJIKHO
BKJTIOYATL KAPUOTUITUPOBAHHE W TILIATEIb-
HOe YIBTPa3BYKOBOE HCCIeNOBaHUE, TIPH
KOTOpOM ocoDoe BHUMAHKE CeyeT YIeHATh
aHATOMHHM T'OJIOBHOTO MO3ra. BpoxneHHEIE
HapyLIeHW MeTaboJIM3Ma He UMEIOT 3Xorpa-
drveckux npuszHakoB. I1pu o6HapyXKeHUH
HecOATAHCHPOBAHHOMN TPAHCIOKALIMH Y TIIO-
[a cleayeT M3YUYUTh KApUOTUTILI PONUTENIEH.
J114 NoCTAHOBKH TOYHOT'O IMATHO3a HEOBXO0-
JIMMO 3HAKOMCTBO € HCTOPUei ceMbH, BKIIIO-
qarolee MHGOPMALIMIO O CITyYasix c1aboyMusl,
MPOSIBIIEHMS] MAKPO- M MUK poLedamii U T. 1.

Takmuka ¢ neonamaavnom nepuode. Be-
JleHWe HOBOPOXIEHHBIX C areHesueil Mo-
30JIMCTOTO TeNa OrpefesseTcs HaTuIueM
COYeTAHHBIX aHOMaWil. JleTH, He UMel0-
[Me IPYTOM MaToNOT MK, KaK MPaBUJIO, YyB-
CTBYIOT ce0s XOpOLIO M NMPaKTHYECKH He
MMeIOT HEBPOJIOTUYECKHMX HapylIeHHW.
CreneHb HEBPOJNIOTHUYECKHX PACCTPOICTB
OIpefieNAeTCH CTeNeHbI0 BHIPAXEeHHOCTH
OPYTHUX aHOMAaJMH LeHTPAIbHON HePBHOMN
cucteMsnl [15].
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KUCTDBI COCYAIUCTOI'O CIVIETEHW

Onpedesernue. KIICTBI COCYAUCTOTO CTIIE-
TeHUs — 3T0 KMCTO3HbIE CTPYKTYPHI, pacro-
JIOXKEeHHBIE B COCYIUCTHIX CTUTeTeHHIX BOKO-
BBIX XeJyIouykoB. B GonblmMHCTBe ciyyaeB
OHM BBISIBIISIIOTCS BO BTOPOM TpHuMecTpe be-
PEMEHHOCTH.

Yacrmoma. CornacHO JaHHBIM JIMTepaTy-
PpBl, YACTOTA BCTPEUYAEMOCTH KHMCT COCYIMC-

Puc. 1.19. [onepeuHoe ceweHKe roNoBEI Iioma. Crpel-
KOil YKa3aHa KUCTa COCYIHCTOTO CILTETEHISL
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TOTO CIUTETEHHSI BO BTOPOM TPUMECTPE CO-
ctaBnger ot 2 1o 2,5% |1, 2].

Ocroenvie npunyunst duazrnocmuru. Kuic-
THI COCYIUCTOTO CTUIETE HUSI MOXKHO BHISIBUTE
yke B 12 Hen 6epeMeHHOCTH, HO B OOJBIIHH-
CTBE CJIYYaeB OHHM BU3YAITU3UPYIOTCH B CPO-
Kax oT 14 pmo 24 ven (puc. 1.19, 1.20, 1.21). B
KOHIIe TIepBOTO TPUMeCTpa KMCTBI MOTYT 3a-
HHUMATh IMPAKTHUYECKU BeCh 00BEM CIIIeTe-
Hug. C yBellMmuyeHHeM cpoka GepeMeHHOCTH
pasMephl COCYIUCTBIX CIUTeTe HU I Y MeHbIIA-
FOTCS TTIO CPABHEHIO € pa3sMepaMH XKeTyaou-
KoB. Bo BTOpoii nonoBrHe BTOPOTO TpUMe-
cTpa pasmepbl OOKOBBIX XeJIYI0UKOB U CO-
CYJIUCTBIX CIUIeTeHU I HEBEJIMKH, U TTIO3TOMY
KHMCTBI COCYAMCTOTO CIUTeTeHUs BU3YaTH3H-
poBaTh CNIOXHO. B OONMLIIMHCTBE CMyyaeB
JIHaMeTp KUCT COCYAMCTBIX CIUIeTeHH He
rnpesbimaeT 10 MmM. OHU MOryT OBITH €11-
HUYHBIMH, MHOXECTBEHHBIMH, OIHOCTO-
POHHWMH U ABYCTOPOHHUMM.

llperamaavnas maxmuxa u npoeros. Ilpn
BBEIABJICHWH KHCT COCYIHCTOIO CIINeTeHMA
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4. 5K LEHTR Mo TANMIREY [plartss T
Kagp-e +4
14

oy

Puc. 1.20. bepemennocts 24 nen. [Honepeunoe cesieHne
TONOBH ILTofa. CTpelkoil yKazaHa KHCTa COCYTHCTOTO
CIUIETEHHSI.

HeOOXOIMMO TIIATETEHO H3YUHTh AHATOMMIO
ruiopa. Ipu Hamay coue TAHHBIX AHOMATUIA
MOKAa3aHO MpeHaTalbHOe KapUuOTHITHPOBa-
Hue. [1pu HopManbHOM KapuoTHIlE TUIOAA
TAKTHKA BeJIeHUA GepeMeHHOCTH 0COOeHHO-
creil He uMeeT. JIMHAMUYeCKUM sxorpadu-
YyecKuli KOHTPOJIb 32 COCTOSIHUEM H30JIMPO-
BaHHBIX KMCT COCYIUCTOTO CIUIETeHHS He
Tpebyetcs. ¥ GOJNBIIMHCTBA TUIOAOB KMCTHI
COCY/IMCTOTO CIUIeTeHH A CITOHTAHHO MCYesa-
10T K 26 Hell GepeMeHHOCTH.

Tenemuxa. KvcTsl COCYAHCTOTO CILIETE-
HHA AUATHOCTHPYIOTCH Y TIO0B C TPUCOMMU-
aMu 18 u 21 [3, 4]. PUCK XpOMOCOMHBIX
abeppaunii yBenHUUBaeTCs TIPH HATUUNUHA
KHCT OONIBIIMX pasMeEPOB U ITPH COYCTAHHBIX
AHOMAMUAX, XOTA MATOJNOTHA XPOMOCOM
BCTpevyaeTes W IpH MaJleHbKHX M30JIMPOBaH -
HBIX KHUCTaxX [5].

npeHElTaJ'[bHOG obcnenoBaHHe HOOJKHO
BKJIFOYATh TILATEJIEHOE YIIBTPA3BYKOBOE HC-
cnepoBanue. Ocoboe BHUMaHKe creyeT 00-
palnaTe Ha HaJIu4uue ApyruX sxorpaduyec-
KHX MapKepoB XpOMOCOMHEIX abeppaiuii
(TIaTONOTHIO KUCTEI U CTOI, YKOpPOUeHHe
JUIMHBL OeJipa W Tuleyda, YBEITUYeHHYIO LIeii-
HYIO CKJIAIKY. 3aJIep3KKY BHYTPUYTPOOHOIO

Puc. 1.21. Tonepeatoe cedenme ronoBrl 1wioga. Crpei-
KOI yKazaHa KUCTa COCYIHCTOTO CIUIETEHHSL.

pasBUTHA Tofa). KMCTH COCYIUCTOrO
CILTeTCHHWA B COUCTAHWHM € OPYIHMH aHO-
MamHsIMH SIBITIOTCS abCOMOTHBIM IMOKAa3a-
HHEM K IIpeHATAJIbHOMY KapHOTHITHpPOBa-
HUIO. TTpH U30MHMPOBAHHBIX KHUCTAX COCY-
JINCTOTO CTUIETEHHS BOIIPOC O KAPHUOTHTIH-
POBAHHWH pelIacTCd pOIHUTENAMM ITOCHE
HD,[[pOﬁHO[‘O MEOUKO-TEHeTHYECKOIro KOH-
CYJIETHPOBAHUSI.
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BHYTPUYEPEITHBIE KPOBOU3JIUAHUA

Onpedeaerne. B aHTeHATAIIBHOM ITeprOjIe
BHYTpHUEpeIrtHoe KPOBOM3IHAHUE MOXeT
BO3HUKHYTH BJIIOOOM OTEJIE TOJIOBHOTO MO3-
ra rioga. OMmucaHbl BHYTPIDKETyIOUYKOBEIE,
MapeHXHUMAaTO3HEIe, cybapaxHOMIaJIbHbIE,
cyonypaibHble, BHYTPUMO3XKeUKOBBIE KPO-
BOUBJIUSTHUSA.

Yacmoma. YacTota BHyTpUUEpPETTHBIX
KPOBOM3JMAHMI y [JI0/1a HE U3BECTHA.

Dmuoaoeun. BHyTpruepernHble KpOBOM3-
JISTHUS Y TUIOJIa MOTYT BOZHMKATH Ha (pOHe al-
JIOUMMYHHOM M ay TOMMMYHHOM TPOMOOLIMTO-
MeHWi, MaHKpeaTuTa y Matepu, IMpUCTYITOB
SITUNETICUH, TIPH OTCNOMKE TUIALICHTBI, BHYT-
pUyTpOOHOM MHPHUIIMPOBAHUH, BPOXKIEHHBIX
KoarynonaTusax, Ha GoHe IpHuemMa JeKap-
CTBeHHBIX rperaparos [ 1-4]. 1o cux rop He-
M3BECTHO, BOZHMKAIOT JIM aHTeHaTaJIbHEIe
KPOBOU3TUSTHMSI B TEPMUHOTEHHOM MATPUK-
ce, KaK Y HOBOPOXKAEHHBIX, C pacIipoCTpaHe-
HHEM B KeJYIOYKH W MAapeHXMMY MO3Ta, WK

OHW UMEIOT APYTOii MeXaHU3M pa3sBUTHA.
I TpuumHOM cyOnypaibHBIX reMaToM B 00JIb-
LIMHCTBE CITyYaeB SIBSIOTCS TPaBMbl MATEPH

[5].

Ocnoenvie npunyunst duaznocmuxu. Bee
OITHUCAHHEIE CIIYUAH VITETPA3BYKOBOM JIHATHO-
CTUKH BHYTPUYEPEITHBIX KPOBOU3IWIHUIA
MPEeUMYIIIeCTBEHHO OTHOCSITCS K HAUATY Tpe-
TBETO TpUMeCTpa OepeMeHHOCTH (TabaHIA).

Hepenko nokasaHueM K UCCHeI0BAHHIO
CJIYKWUT CHIDKEHHE JIBUTATENbHOM aKTMBHO-
ctu ona. [lpu sxorpaduyeckoMm rccieno-
BaHWUM CKOIUIEHHE KPOBHU BBINIAINT KAK M-
repsxoreHHoe BKJIIOUEHHe, B LIeHTpe KOTO-
POro MHOTAA COMEPIKUTCS THITOSXOTeHHBI
KOMTIOHEHT (pc. 1.22).

B GonmpLIMHCTBE cyyaeB BHYTpHUEpeIl-
Hble KPOBOM3JIMAHUA 3aTParvuBaloT obaactb
OOKOBBIX KenyIoukoB. OQHOI U3 caMbIX Ya-
CTHIX HAXOAOK TIPHU YJIETPA3BYKOBOM MCCITe-
JIOBAHUWH SIBIISIETCS] ACMMMETPUYHAST BEHTPH-
KynoMmeranuda. Hepeako nopaxaercs napeH-

Tabnuua. CyMmapHbie flaHHble nuTeparypll O NpeHaranbHON AnarHoCTUKe BHYTpUYeperHbiX KpoBOW3NMaHWA

Aisvaiii Cpok GepemeH- Twvn KpPoBO- lNepuHaTansHLie
HOCTW, Hef, VBNSHUS WCXO Ak
M. Kim, M. Elyaderani, 1982 [6] 28 MBK BHYTPMYTPOOHaA rubens
S. Bondurant w coasr., 1984 [2] 26 MK/COK BHYTRUYTROOHaA rmbent
M. Mintz u coasr., 1985 [7] 29 MNMBK BHYTPUYTpCoOHasa r1éens
K. Fogarty v coagr., 1989 [8] 28 MBK BnaronpusaTHLIR
R. Achiron W coagr., 1993 [9] 26 MBK BHYTpUYTpoOHas rméens
27 WMBK BHYTpUyTpoOHaa rmbens
29 MNBK GnaronpusTHLIA
Q. Sibony u coager., 1993 [10] 28 MK npepbiBaHne GepemMeHHOCTH
M. Anderson, J. McGahan, 1994 [11] 21 MK npepuiBaHe GepeMeHHoCTH
V. Catanzarite n coasT., 1995 [12] 28 WBK, CIK BHYTpUYTpoOHasa rubens
|. Reiss u coaBr., 1996 [13] 23 MNBK BnaronpusTHLIA
O.E. Ozeposa W coasr., 1997 [14] 38 MBK BnaronpusTHLIA
S. Guerriero v coaBT., 1997 [15] 26 MBE/TTK npepbiBaHe GepemMeHHOCTI

[Npumedanue: MK — napeHxumaroarble kpoeonanuanna; NBK — nepuBeHTpukynapHele KpoBouanuanma; CHAK —
cyGaypankHelie kposonznuaHns; MBK — nHTpaBeHTpUKYNSapHeie KpoeouanuaHws; CIK — cybanuHoemantHeie

KpOBOWUZNWAHWA,
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Puc. 1.22. TlonepeuyHoe cedeHHE TOJIOBHI IVIOAA B 28 Heyl
GepemeHHocTi. MapKepaM# OTMEYEHO HXOTEHHOE 06~
pasoBaHHe GOJIBITIX PA3MEPOB, PACTIONATAIONICECS B
OOKOBOM KEJIYIOYKE M IMPOHHKAIONIEE B MAPCHXHMY.

XAMA TOJIOBHOT'O MO3Ta € MOCe YoM 006-
pazoBaHMeEM TMOp3HIedaTnIecKoli KUCTHI.
KpoBoM3MaHWS B 00J1ACTE MO3KEUKA BU3Y-
ANMU3UPYIOTCH B BUJIE THUIIEPIXOTEHHOM Mac-
Chl B MPOEKIHH 3aIHEN YepernHoi IMKH.
CyGaypanbHbie TeMaTOMBI BBITJISIISIT KakK
CKOTIUIEHHE KMIKOCTH MEXIY MO3TOM M CBO-
JIOM Yeperia, IpH 3TOM KOpa roJioBHOro Mo3-
ra MoXeT HedopMUpoBaTECA. BeHTPUKYIIO-
METANMS pa3BUBACTCS KAK IIPH KPOBOU3IIM-
HUH B 00/1aCTh MO3XKEYKa, TAK U [TpU cyomy-
pasbHOM ripouecce. Eciu B pesyinbprate
KPOBOM3BJIMAHMA Y TLTOAA BO3HUKAECT BTOPHY-
HAs aHEeMMA M, COOTBETCTBEHHO, HEMMMYH-
Hag BOIMHKA, IPH 3XorpadpruecKoM Hccie-
JIOBAHWH BBIABIIAIOTCA XapaKTepHBIE TPHU3HA-
KH 3TOr0 MaTOJIOTHYECKOTO COCTOAHMA. B
HEOHATAIBHOM IMePUOMIe YTOUHUTh HCTOUHHK
KPOBOM3JIHUSAHHS MOXHO € IIOMOIIBIO SIIep-
HO-MarHuTHOM TomMorpaguu |16, 17].

Ilpenamavnas maxmuxa. TIpy BeIsBIC-
HWHW BHYTPHUYEPEITHOTO KPOBOM3IUAHUA HE-
00XoIMMO YTOUHUTH €70 UCTOYHUK. [ loMoIIh
MOXET OKa3aTh TpAaHCBAar MHAJIBEHOE UCCITEN0-
BaHMe W SIepHO-MarHuTHas ToMorpadus.
JIaboparoHoe obciieqoBaHUE NOJLKHO BKIIKO-
YaTh TECTHl HA AJUIOMMMYHHYIO TPOMOOIMTO-
TNeHWo 1 aApyrue 3aboneBaHusa KpoBu. [1pu
BBIABIEHHWH TTPU3HAKOB HCHMMYHHOﬁ BO-
JAHKH TIOKAa3aHOo IpeHaTalbHOoe MepenBa-

HHe KPOBH TIJIOAY, TIOCKOJBKY KPOBOZIHAHIE
MOXeT MPHUBECTH K THKENOM aHeMHH. AKY-
LIePCKAas TAKTHKA 3aBHCHUT OT KOHKPETHOM
KJIMHHUYECKON KapTUHEL.

Tenemuyeckoe koncyavmupoearne. BHyT-
pUYeperHble KPOBOM3NUAHUA MOIYT OBITh
PEe3yJILTATOM BPOKIEHHBIX HAPYIIEHUIT TO-
meocTasza. [1pu yMepeHHOM BeHTPUKYIIOME-
FATMA M OTpaHUYeHMH 006NIACTH KPOBOM3IH-
STHUS TePMMHOT€HHBIM MATPUKCOM, ITPOTHO3
LTS XKU3HH MOXKHO PACHEHHTH KAK OJIaronpu-
SITHBII B TIOJNIOBHMHE cy4aes. I1pu BeIpakeH-
HOM BEHTPHKY/IOMETATMHA WM KPOBOM3IHA-
HUM B IMApeHXMMY FOJIOBHOTO MO3ra B HEOHA-
TAJILHOM TTe PHUOIE YACTO PA3BUBAKOTCS TSDKE -
Jible HEBPOJNIOTHMYECKNE HapyIIeHHs KN
HAcTy1aeT cMepTh. CyOnypanbHbIe KPOBOM3-
JIMSHUSA TaKKe UMEKT HeONaronpuaTHbII
MPOTrHO3 JUIA KU3HU U 310POBB.

Taxmuxa e neonamaavHom nepuode. Ilo-
CNeACTBUS BHYTPHUYEPEITHBIX KPOBOM3-
JIMSTHUIA Y TIOAA pasHOOOpasHbL M 3aBUCAT OT
BBIPAXXeHHOCTH TIpolecca U MpUYHH, ero
BHI3BABIINX. ¥ 90% MaimeHToB ¢ CyOmypatb-
HBIMM ¥ TTAPEHXUMATO3HBIMU KPOBOM3ITHS -
HUAMH pa3BUBAIOTCH HEBPOJIOTHYECKHE Ha-
PYILEHMS, COXpaHIIOLUeCH /10 KOHLIA KU3-
HU | 18]. Takue xe mocneacTBHsI HACTYIIAIOT
npu rropaHIedanin. Jlokamsaimsa ¥ pa3me-
Pbl KPOBOM3IIMAHWS ONpefessaioT BelpakeH-
HOCTb HEBPOJIOTHYECKHX HAPYILIEHWH, KOTO-
pbie MOTYT TIPOSIBISITECSI OT CAAOBIX TeMMIIA-
PE3OB 110 TSDKEJbIX TeTparnape30B U BbIpakKeH-
HO# 3aep>XKH YMCTBeHHOTO pa3ButHs [19].
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IrOJIONPO3IDHIEPAIINA

Onpedeaenue. I'onorpossHiiehansi siBsi-
eTCsl IOPOKOM Pa3BHTHS TOJIOBHOTO MO3Ta,

OﬁYCJTOBJIGI—H—IHM HETIOMHBIM pasfnelicHHMeM
3MOPHOHAJIBHOIO IepeJIHEro MO3ra B cove-
TAHWM ¢ HETIOJHBIM pasBUTHEM CpeIMHHBIX
CTPYKTYp Juua. B 3aBUCMMOCTH OT CTeIIeHH
CArMTTATBHOTO HEPA3ZNENICHW A KOPBI, TAJIAMY-
ca M runoTajaMyca BBUISJISIOT anobapHyio,
CeMITO0APHYIO M J10OApHYIO (OPMBI I'OJIOIT-
po3sHuedamii. AT00apHBI THIT SIBASETCH
Hauboee TSXKEIBIM ITOpakeHHeM MO3Ta,
KOorna ieJIeHHe KOpbl Ha JIBa MOJTyLIAPH A ITOJT-
HOCTBIO OTCYTCTBYET.

Yacmoma. [1o paHHBIM JTHMTepaTyphl. Ya-
CTOTa BCTPeUYaeMOCTH ToJIOTpo33HIedann
coctapmdger oT 1 cnydadg Ha 5200 XUBOPOXK-
JeHHbIx 10 | cayyvad vHa 54 000 pojos [1]. Uc-
TUHHAS YacTOTa CTe PTHIX (POPM TOJIOTIPO33H-
1Hedarn He U3BECTHA, TIOCKOJNBKY TAIIHeH-
Thl MOTYT He HMeTh HEBPOJIOTHYeCKHMX Hapy-
LIeHWI ¥ TULEeBBIX 1e]eKTOoB.

Bmuoaoeus. IlpeanonoxurensHo, aemne-
Hie prosencephalon u diencephalon Haum-
HaeTcsi B IPeXopHalIbHON Me3eHXHMe, pac-
MONIOXKEHHOU MeXKIY pOTOBOI MOJIOCTRIO
BHYTpeHHeH MOBEPXHOCTHIO
prosencephalon [2]. OTcyTcTBHe CATUTTAIBb-
Horo nenenus prosencephalon B mepuon ot
4 o 8§ Hej1 OepeMeHHOCTH IPUBOAUT K pa3-
JIMYHEIM BapUaHTAM CJIMSHHUS MO3TOBBIX
CTPYKTYD.

Ocroenvte npunyunet duaznocmuxu. [1py
YABTPA3BYKOBOM HCCIENOBAHHUN B Cly4yae
anobapHoii rononpo3sHiedaiui BU3YaIn-
3UPYETCs €IMHCTBEHHbII XenyJloueK MO3-
ra HernpasuJIbHOM popmel (puc. 1.23). Cepn
MO3Ta M MeXItonylapHas 0oposia oTcyT-
CTBYIOT, TaJlaMyC He pasfeneH. YacTo BbI-
sapnsiercsi Mukpouedamusa. [pu Hanuuumn
BEHTPHUKYJIOMETAJINH pa3Mepbl FOJIOBBI MO-
ryT ObITE yBeJM4ieHbl. [Ipu ceMmunobapHom
THIIe TONOIPO33HUe(}aTud B HEKOTOPBIX
CIIy4asix MOXKHO BBISBHTE TPETHIL KEIIyI0-
YeK W YACTh 33JJHUX POroB OOKOBBIX XeJy-
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Puc. 1.23. KopoHapHoe cedeHHe TOJIOBRI TUIONA € TOJION-
poszamedammeii. [lonocts mpospadHoli TeperopomKm,
CEPIl MO3Ta U MekTIoaymapHas 6oposna oTcyTCTBYIOT,
JIOOHEIE pora GOKOBBIX JKETYTOYKOB O0BE/TMHEHEL

Jo4ykoB Mo3ra. [1pu sxorpagiueckoM Hc-
creoBaHMM OO0JbllIoe BHUMAHHE CIIeayeT
yAeNATh OLeHKe CTPYKTYP JIMLA, MOCKOJb-
Ky rojonpossHiedanusd, Kak MpaBuIiIo, co-
yeTaeTcs C JUIEeBbIMU AHOMAIUSIMHU: [IHK -
JoIme, MmpoboCcUCcoOM, paclleIlIeHHeM
BepxHeii TyObl 1 Heba. Ilpu anobapHoi To-
Jionpo3sHuedamin uieBble IeheKThl MOT'YT
OTCYTCTBOBATE. fAepHO-MAarHUTHAasd TOMOT -
paduisi MoMoraeT B yTOUHeHUH JUATHO34, T10-
CKOJIBKY He BCE AHOMAJIMKU pa3BUTH MO3Ta
[P 3TOM MATOJIOTMHM MOXHO BBISBUTH TIPH
sXorpapuueckKoM uccrenoBaHuu |3].

Pannss npenamaavnas ouaezrnocmura. [lo
JAaHHBIM JIUTE paTyphl, anobapHas rojo-
npo3sHiiedannsd Oblila BEISBIEHA B TIEPBOM
TpuUMecTpe OepeMeHHOCTH ¢ IOMOIUBID
TpAHCBArMHAJILHOTO HMCCNeaoBaHus |4].

Tenemuxa. TonornpozsHuedanudg — 3Tore-
TeporeHHas MaToJIOrus, KOTopas BCTpeyaeT-
cs1 ripu Gonee yeM 40 cunapoMax [5]. B 50%
CJTy4aeB BBISIBIISIIOTCS XPOMOCOMHEBIE AaHOMA-
Jun (TpUcOMHWH, HecOaJlaHCHMpPOBAHHBIE
TPAHCJIOKALIMH, KOMTbLIEBBIE XPOMOCOMBI, TT0-
JIMTUTOMINA), TIPH 3TOM HauOoNee YacThIMK
HaxXoOKaMHU sIBsttoTesl TpucomMuu 13, 13g—,
18. 18p— u Tpurmomanw |6]. [NomonpossHie-
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hamg MoXKeT BXOIUTE B COCTAB pasiIUYHBIX
CHUHIPOMOB, BKITIOYasd CUHAPOM Mekkess —
I'pyGepa (ayTocOMHO-peIeCCUBHBIIN THIT HA-
CJIeJIOBAHMS), a4 TAKKe pasBMBATLCS HA (hoHe
arabeta matepu |7, 8]. HelictBue staHona,
PETHHOBOM KHUCIOTH M THAAHTOMHA MHOTAA
NpUBOAUT K (POPMHPOBAHHIO 3TOI0 MOPOKA
|8—10]. B miTepaType ONMMCAHLI CIIy4au Ce-
MeITHOK TOJIoNpo33HIeQATHN, HACTIEAYeMOI
KaK 110 ayTOCOMHO-PeLeCCUBHOMY, TAK M I10
4yTOCOMHO-AOMMHAHTHOMY THITY [6]. TIpu
ronorpo33Hiiedany OMMcaHbl XpOMOCOM-
Hble abeppalluy, 3aTparupaioniye 2, 3, 7, 13,
181 21 maper xpomocoM [ 11]. Hocurenm ayto-
COMHO-TOMUHAHTHERIX (POPM TOJIOTTPO3SHIIE-
(hamin MOryT UMeTh TAKUE U3MEHEHHS. KakK
TUTIOTEJIOPH3M, AHO3MHUSI, MUKpootedamis,
a TakKe SHAOKpHHHBIE TUchyHKIMM [12].

ITpeHaTanbHOe 0OCHegOBaHUE AOJDKHO
BKJIIOUATE KAPHOTHITHPOBaAHHE IJI0JA W
TINATENBHOE YIBTPA3BYKOBOE MCCIIEIOBAHKIE
C OLIEHKOI aHATOMMH JIW1Aa, KMCTe#, CTOII,
ceplila, MOYETIOIOBOM CUCTEMBI M 3KeTY104-
HO-KHIeYHOoro TpakTa. B ciyuae rubenu
U102 WJTH HOBOPOXKIEHHOTO CIIE1YeT IpoBe-
CTU MATONOTOAHATOMUYECKOE, PEHTIeHOMO-
THUYECKO€ U CHHIPOMOJIOTHUYECKOE HMCCIIeq0-
BaHWA. BeIgBNeHHe ¥ TI04a HecOalaHCHPO-
BAHHOW TPAHCJIOKALIUH SABJIAETCH [TOKA3AHH-
€M K MCCIeIOBAHUIO KApUOTUTIA POIUTENIEiA
JUTS UCKITIOUEHW S HOCUTETBCTRA COATaHCHPO-
BAHHOM TPAHCJIOKALIMK OTHUM M3 CYITPYTOB.

Bpau, npoBoAILIAIA 3aKITIOYUTETBHOE Me-
JNUKO-TeHeTUUEeCKOe KOHCYJILTHPOBAHUE,
JIOJKEH TIOTBITATECS BBISIBUTH HEOMAaronpu-
SAATHBIE (PAKTOPHI, BO3AEHCTBOBABILIHE BO Bpe-
M4 GepeMeHHOCTH, a Takke oOCYIUTh Ipo-
THO3 U BO3MOXKHBIH pUCK NOBTOpeHUA. OCO-
60e BHUMAaHIe CIeayeT Y/IeATh ICTOPUH Ce-
MBH M obOpairaTe ocoboe BHUMaHHE Ha
MposBIeHHe JOMHHAHTHBIX (GOpM MATONO-
riu. 11py U30MpOBAHHOM rOJIOTNPO3IHIIE-
damu, He BXoasiiieil B COCTaB KAKOTO-TN00
CUHAPOMA, SMITMPUYECKUI PUCK TTOBTOpe-
HU$ TIOpPOKa cocTaniget 6% [13].

Taxmuxa 6 neonamatbHom nepuoﬂe. B

CAYYASIX TSDKENBIX hopM TONMompo3sHIeda-
JIMH ¥ HOBOPOXKIEHHEIX PA3BUBAETCS AITHOS 1
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Oe3 roaepxkanus GYHKLIMH JBIXaHWUA HACTY-
rnaet cMepTh. I 1py yMepeHHBIX TTOpaXkeHHUIX
JIMATHO3 MOXKeT OBbITh [OCTABIEH TOJTLKO B TIe-
PHOI HOBOPOKAEHHOCTH, KOTJIa TIOCTeNeHHO
HAYMHAIOT TIPOSIBISATECS MPU3HAKH 338 PXK-
KHTICHXOMOTOPHOTO pasBUTHA. Y MallMeHTOB
¢ (PEHOTUTTHYECKMMU MPOABICEHUAMU rOJION-
po33HIIedannn 3anepkkKa yMCTBEHHOTO pas-
BUTHSI ¥ HEBPOJIOTUUECKWe HAPYIlIeHUsT Obl-
BaloT OGoJiee BeIpakeHHBIMKW. Hepenko auar-
HO3 TONONpo33HIeATHA CTABATCS TOMBKO C
TIOMOIITBIO S1IePHO-MArHUTHOI TOMOTpagun.
Bce manmeHTsI ¢ rosornpo3aHiedatvei nve-
10T HAPYLIEHH OOLIEro pa3sBUTHA M YMCTBEH -
HYIO OTCTAJIOCTh.
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TUIPAHDHIIEDPAIN S, MTOPDHIIEDAITUS, [IIU3DHIIEDATIVS

Onpedeaenue. I'vapansHiedamisa, mop-
sHiedanusd, IWu3sHIedaIus oTHOCITC K
TpyOBIM IMOBPEXIEeHHIM T'OJIOBHOIO MO3TAa.
I'iapansHiedanis sSBaseTcs Haubomnee Tsi-
Jenmoi (popMoil TIopaxkeHus, NMpH KOTOpO#
TIOJTHOCTRIO WK TTOYTH TTOJIHOCTBIO OTCYT-
CTBYET KOpa TOJJOBHOIO MO3Ta, HO pa3sBUTHI
yeper, obomouk u Tanamyc. IlopsHieda-
JISI XapaKTepU3yeTcsi HATMUMeM B TOJIOBHOM
MO3re TTOJIOCTeH, 3aMOTHEHHBIX KUAKOCTHIO
M CBfI3aHHBIX C XeJIyI0YKOBOM CHCTEMOM.
HInzsuuedanua i nmopsHuedanus (THIT
I1) xapakTepu3yIOTCsl HaTH4leM OMmaTe-
pPambHBIX pacCIIETIEHHI KOPBI FOJOBHOTO
MO3ra, KOTOpbIe IPOIOIDKAIOTCS B CEpoe Be-
1IeCTRO.

Yacmoma. Bce niepeunciieHHBIE AaHOMA-
JIMK BCTPEYAKOTCH OYCHb PCOKO.

Dmuoaoeua. I'ugpansauedanis, mop-
sH1edammsd, mM3sHIedans, Kak IIpaBuo,
BO3HUKAIOT B pe3yybrare UIeMHYecKHX I10-
paxkeHWH pa3BuBaloLerocs Mosra. K rugpaH-
sHIleDATHHA MPeITONOXKUTENTEHO MTPUBOIUT
JABYCTOPOHHSS OKKJIFO3Hs BHYTPEHHHX COH-
HBIX apTepHil, KOTOPAas BEI3bIBAET MACCUBHBIE
MH(QAPKTH KOPbl TONOBHOTO Mo3ra. ITopsH-
nedania ABiIgeTcs CHeCTBHEM JIOKATBHBIX
MH(}APKTOB MO3TOBBIX apTepHii WJIM KPOBO-
M3JIMSIHMI B KOpy rojioHoro mosra |1-3].
L m3zsnmedands MoxeT OBITh BbI3BAHA IABY-
CTOPOHHEN OKKITIO3HEN CpeIHUX MO3TOBEIX
apTepyid, XoTA ee couYeTaHHte ¢ APYTHMH aHO-
MaluAMH pa3BUTHSA MO3Ta MOXET CBHAE-
TENECTBOBATE O MEPBUYHBIX HAPYILLIEHUAX B

(hopMHUPOBAHUHM CTPYKTYP LIEHTPATLHOI He-
PBHOI1 CHCTEMBI.

Ocnoenvie npunyunst duazrnocmuru. Bee
TPH BHJA AHOMAJIMIA MOTYT OBITH BBISABJIEHBI
MPEHATAIBLHO € MTOMOIIBIO YJIETPa3BYKOBOIO
uccrenoBadmsi. OCHOBHOE MPOSIBIIeHHe THI-
paH3HIedaT — HaIMu1e OONBIINX OO0
CcTeil 3aIOJIHEHHbBIX XUIKOCTBIO, U MMOYTH
MOJIHOE OTCYTCTBHE KOphL. Yeper, cpemmH-
HbIe 000JIOUEUHBIE CTPYKTYPBI, CTBOJI U Cpe/l-
HMIi1 MO3T He M3MeHeHHI. | apaHsHiedamio
cnenyet auddepeHIMPOBATh ¢ rUapoLeda-
JIVe, IpH KOTOPOM BO BCEX CIIy4yadx BHU3ya-
JA3HpYyeTcs TKaHb Mo3ra |4].

[MopsHuedamis XapakTepu3yeTcsl HaMM-
qUeM OTHOM WKW HECKOJBKHX TIONOCTEM,
pacIioNIOXeHHBIX B KOpe IoJIOBHOIO MO3ra
(puc. 1.24), 3anmomHeHHBIX KWIKOCTHIO W CO-
eIMHSIONIMXCS ¢ kenymoukamu | 1, 4]. [opan-
nedannueckas KUcTa 3aMelaeT MO3TOBYIO
TKAHb U 3T0 BAXHO 11 A depeHImansHoi
JUArHOCTHKH € apaXHOMIATBHOI KUCTOM, ITpy

Puc. 1.24. Tonepeunoe cedeHne roJloBe IL1oma. LopaH-
HepamAdeckas Kicta (P) BumHa B BHTe 5XOHeTATHBHOTO
00pa3zopaHis, CBS3aHHOIO ¢ OOKOBEIM KEIYIOIKOM.
CpeHHHEIC CTPYKTYPBL MO3TA He CMEITIEHEL.
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KOTOPOM BCe CTPYKTYPBI MO3Ta COXpaHeHHI.
Kpome Toro, nopsHuedaniyeckas KMucTa pac-
rnojaraeTcsi 0ObIMHO JIaTepadbHO, TOTIA KAk
apaxHOMIANTEHAS JIeXHT OVoke K cepeiHe.
IMpyu nmzsHiedani AByCTOpOHHKME Jie-
(eKTBl MCXOIAT U3 OOKOBBIX KeMYI0UKOB U
HAMpaBJIOTCH K HAPYKHOM MOBePXHOCTH
KOpBbI FOJIOBHOTO MO3ra. HTa MaToNoTHs CO-
YeTAeTCsl ¢ yMepeHHOM BeHTPHUKYJIOMeTrali-
el 1 OTCYTCTBHEM TTPO3paYHOI Meperopojl-
KH. OOBIMHO JieheKThI pacIoNaralTes B Ofu-
HAKOBBIX 0ONACTSIX MOMNyIIapHii, XOTS OHU
MOTYT OBITH HE COBCEM CUMMETPHUUHBIMU.

IHpenamaavrnaa maxmuka u npoernos. Bo
BCEX CIIyYadX TP BRISBIEHWW THIPAHIHIIE-
hamiu, TiopsHIedaTK WK IIW35HIe(aTin
cJieflyeT TpeIOXUTh TIpepbiBaHKe GepeMeH-
HOCTH 10 MEAULIMHCKMM TToKas3aHuAM. TTpu
MPOJIOHIMPOBAHNH GepeMeHHOCTH TAKTHKA
BeleHus ocobeHHOCTel He uMmeeT. Pomopas-
pelilieH1e HeoOXoAMMO TIPOBOJIMThL B UHTEpe-
cax MaTepv M He paclUMpATh MOKa3aHWug K
KecapeBy ceueHH10. I1pu riapansHiedamin
MCXOJ Bcerga HeOIAronpusITHLIM, IPH [1op-
sHLedan U MM33HIEe)aTH TIPOTHO3 JUIA
AKHU3HH M 300pOBBA TOUYHO YCTAHOBUWUTE HE
TpeJICTABNAeTCH BO3ZMOXHBIM.

ITenemuxa. BoNBIIMHCTBO BAPUAHTOB T~
pansHIedanu, mopsHiedaniy | INA33HLE-
¢aTi BOHUKAIOT CIOPAIMUeCKH H PUCK MX
TMOBTOPeHU A MUHUMAJIEH, OTHAKO B JIMTEPATY-
pe OoMmHcaHbl CeMeMHbIe CIyYau 3THX aHOMA-
nuit |5]. [pu rugpansHiiegatiu porHo3 Ui
JKM3HU KpaiiHe HeOmaronpraTHBIH, TIOCKOIb-
Ky OonblIuasg yacTs Kopsl paspyiiena. [ Ipornos
MpH TIOpaHLIeGATHA MEHEE OMHOZHAYHBIA U
3aBUCHT OT OOJIACTH M pa3MepOB TTOPaKEHMHSL.
CrenyeT MMOMHUTD, UTO HEBPOJIOTHUYECKHE Ha-
pyLIeHusa MOryT ObITh OoJiee TPYOBIMH, YeM
OXMIaeTCs M0 JAHHBIM 3X0rpahku, IOCKOTb-
Ky HllleMHuYecKHe TIOpaXkeHUST MOTYT 3aTparv-
BATh BHEIIIHE COXPAHEHHYIO MO3TOBYIO TKAHb.

IMporuo3 g NMamMeHToB ¢ 1M33HLeda-
JIAe XyxKe, YeM JUTsl TTAUMEHTOB ¢ MOP3HIIe-

¢ameil. BoNBIIMHCTBO U3 HUX CTpAJaeT Ts-
JKEJNOW YMCTBEHHOIM OTCTAJIOCTHIO.

Taxmuxa e neonama.wrom nepuode. Tak-
THKa BeJIEHH HOBOPOXIEHHBIX W MCXOJ 3a-
BHCAT OT pasMepa KMCTEl M 00IacTH Iopaxe-
HUA. MHOXeCTBEHHAS JISHKOMAIALMA MO-
JKeT ObITh HECOBMECTHMOM € XHU3HBIO. Jlaxe
Npyd HAMMIKUK (POKYCOB HEOOMNBILMX pa3Me-
POB HOBOPOXJIEHHBIX CIefyeT OTHOCHTH K
TPYIIre MOBBIIEHHOTO PUCKA MO HEBPOJIOTH-
YeCcKWM M YMCTBEHHBIM HapyiieHusiM. MHor-
J1a riopaHiedaTmIecKe KUCTH MOTYT He 1a-
BATh KJIMHUYECKHX ITPOABIEHUH W BEIABIATH-
€ TOJIBKO TTPH JOTTOITHUTETBHOM 00CIeIoBA-
HUH. ¥ MalueHTOB ¢ MopsHIe(aTHnIeCKUMU
KHUCTAMM, PACTIONATAIOHIMMHCS] B CEPOM Be-
1IeCTBe, BIIOCIEACTBHMA MOTYT pa3BUBATHCS
SIHIENTHYECKHE TIPUITAIKH.

PonurendaM crenyeT 3HATh, YTO OAETH C
nopaHiedameii MMeIOT BHICOKHIT PHCK pa3-
BUTHSI HEBPOJIOTUUECKUX HAPYIIEeHWH, CTe-
MEeHb TSKECTU KOTOPBIX MOXKET BAPEUPOBATH.
JeTH ¢ ropsHiedatuyecKUMHU KUCTAMH
OONBLIINUX pasMepoB, HO He 3aTparuBaroIy-
MW XW3HEHHO BaXXHBIX LIEHTPOB, MOTYT
CTpagaTek YMEepeHHBIM Ie MHMITApE€30M, HO
MPpH 3TOM HHTEJIEKTYAIEHO pasBUBATHCH
HOPMAJIbHO.
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SPINA BIFIDA

Onpedeaenue. Spina bifida — 310 aHoMammg
Pa3BUTHA TTO3BOHOUHOIO CTON0A, BOSHUKAIO-
1Iad B pesyIbTaTe HAPYIIEHHS IpoLiecca 3aK -
PHITHS HepBHOI TpyOKu. Beixon yepes gedpekT
000JIOUEK CITMHHOIO MO3ra Ha3bIBAETCH Me-
HUHTrouUeNe. Eci rpeikeBOi MELIOK cojep-
KT HEPBHYIO TKAHb, 00pa30oBaHKE HOCUT Ha-
3BaHHe MeHUHTOMHUemolese. Hanbonee yac-
TOE pacrofioxeHue aedeKkTa — IMosSICHUYHbIN
M KPecTLOBBIA OTJeNbI MO3BOHOYHUKA.

Yacmoma. YacTtora BCTpedaeMOCTH spina
bifida zaBucur ot reorpadmueckoro pervioHa. B
HEeKOTOpBIX paiioHax BenmkoOpyTaHK 9acTo-
Ta 3TOrO MOpoKa coctapyeT 4 ciyvasd Ha 1000
HoBopoXkIeHHbIX. B CIIIA 3TOT 1okasaress B
cpeaHeM paseH 0,5 Ha 1000, xoTs oH 3HAUYN-
TeJIbHO BAPBMPYET B 3aBUCMMOCTH OT PACOBBIX
H reorpagmyeckix ocobeHHocteii [1]. C BHe-
JpeHreM B HIMPOKYIO MPAaKTUKY TpeHaTalb-
HOTO CKpHMHMWHTA 4YacToTa spina bifida ripn
POXIEHMH 3HAUMTEILHO CHU3MAACK |2, 3].

Bmuoaoeus. Spina bifida — 310 mopok
PA3BUTUS, BOIHUKAKOIIUU B CBSIZU C HAPY-
HIeHHeM 3aKpHITHS HepBHOI TpyOKH Ha 4-i1
Hejzene sMOpuoHansHOro pasputus. [lpo-
1ecC 3aKpHITHA OOBIYHO HAYMHAETCHA B 00-
JIACTH YeTBEPTOro CIIMHHOIO CerMeHTa U 3a-
TEM pacrpoCTpaHAeTCA BBEPX U BHU3 TI0 TI0-
3BOHOUYHOMY cTonOy. Ecnu guHaMHKa 3aK-
PHITHA HapyluaeTcs, Tpeika opMupyercs B
KpaHHAJIBHOM H/WIH KayJIaJIbHOM OTHeNax.
Takoii MexaHu3M 0OBICHIET YACTOE COUeTA-
HMe aH3HUedaTu U MeHWHTOMHUENOIEe
|4].

Ocrosrvle npunyunot duazrnocmuxu. J1o-
pOJIOBOE YALTPA3BYKOBOE OOCHeI0BAHME U
OMOXMMIYECKUI CKPUHWHT J0KA3a7TH CBOKO
s¢gdekTHBHOCTD B BhIsIBIeHWM spina bifida.
Hauwnas ¢ 16 He1 ipy 5XorpadhuuecKoM uc-
CHIeIOBAHINH XOPOLLIO BU3YaTM3HUPYIOTCS 331~
HHe LEeHTPHl occH(UKAIIMN TTO3BOHOUYHMKA.
B HOpMe OHM pacnionaraloTcs mapaniebHO
JIPYT APYTY WM MOJ He3HAYWUTEeIbHbIM yT-
sioMm, Ilpu HamvuuK spina bifida ocTucTIe

OTPOCTKH IMO3BOHKOB ITPU IOINMEPEYHOM CKa-
HHUPOBAHWM He CMBIKAKOTCH, a obpasyrot U-
Wi Y-o0pasHyr KoHGUTypauuw (puc.
1.25). I'ppixa MoxXkeT ObITb BUIHA MIPH MPO-
JOJILHOM cKaHnpoBaHMH (puc. 1.26), ogHa-
KO MaJleHbK e e eKThl yalle AHarHocTUpy-
FOTCA TMPH TIHATELHOM HCCIIEIOBAHUH T10-
3BOHOUYHWKA TPH €r0 MOoTepeyHOM CKAHUPO-
BaHuu (puc. 1.27). [1pu HaTMUUKM MEHWHTO-
LieJie UM MeHMHT OMHeJToLiele B o01acTy fe-
(hexTa onpegensercsd TOHKOCTEHHBINA I'Pbl-
sKepoii Mewok (puc. 1.28).

Manenbkye JiepeKThl TIO3BOHOYHOIO CTOM-

Puc. 1.25. TTonepeunoe cedeHte TYJIOBHINA TUTOIA B 11O~
sgcHnaHoM otnene. CTpenkoi ykaszan ned)eKT TIo3Bo-
HOYHHKA.

R/ SELECTED

OTHER PRIOR

Puc. 1.26. IlpononsHoe cKaHApOBaHHE TTO3BOHOTHHKA
[UIOfTa NP MeEHHHTOoLENe B IeiiHOM oTene (Cipeika).
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Puc. 1.27. bepemennocts 25 ven. Tlonepeunoe ckaHH-
pOBaHHE TYJIOBUINA IT710MA ¢ spina bifida (cTpenka).

§WE SELECTED OTHMER PRIOR

Puc. 1.28. TTonepeuHoe cedeHHe TYJIOBHINA TUIONA TIPH
MEHHHTOMHEITOIIEINE (CTPENTKH).

0a oueHb TPYIHO JHUATHOCTUPYIOTCH, HO Hepe/l-
Koe coueTaHue spina bifida ¢ cuHapomom
Apnonbaa — Kuapu (tum 1) nosbiinaer ya-
CTOTY BBISIBJIEHHSI 3Toit maTtonorvuu. CHHJI-
pom ApHonbaa — Kuapu xapakTepHU3yeTcs
KayaaJlbHBIM cMellleHrneM Mosxkeuka. Hau-
Oonee THITMIHBIMU 3XOTpadUIecKHMHU TTPH-
3HAKaMK 3TOI MATONOTHUH SIBJISTFOTCSI M3Me-
HeHMe (popMBI TOJIOBBI II0AA («<JIMMOHY») K
Mo3keuKa («0aHaH») (puc. 1.29), MeHee ya-
CTBIMM — BEHTPUKYJIOMErajugd U yMeHbllle-
HHe OMITapreTalTbHOro pasMepa 1o cpaBHe-
HUIO ¢ HOPMAaTUBHBIMK 3HaYeHUAMHM. [Tpo-
SBIEeHNE TepevYrCcIeHHBIX YIbTPa3sByKOBBIX
ocobeHHOCTeH IMpu HaIuunM spina bifida 3a-
BHCUT OT cpoka GepemMeHHOCTH. ['omoBa B
dopmMe «TMMOH» BCTpeyaeTcsi B OOJBIIHH-
CTBE CIy4aeB BO BTOpOM TpumecTpe Gepe-
meHHOCTH (puc. 1.30), Torma Kak BeHTpUKY-
JIOMETATHs MOSIBIsieTCsl B 6oliee TO3IHUE
CPOKM.

JTio6olt M3 Tle pedrcIIie HHBIX 3xorpaduyec-
KWX TIPU3HAKOB JIOJDKEH HACTPAaUBAaTh Bpava,
TTPOBOJIALLIETO MCCIIEIOBAHIE, HA BHUMATE b~
HO€ U3YYeHHe aHATOMMH IO3BOHOYHOIO
cronda. Crenyer MOMHUTB, YTO B HEKOTOPBIX
CITy4AasiX 3T MPHU3HAKHA MOTYT BCTPEUAThCS
TIpH AOCOMOTHO HOPMAILHOI OepeMeHHOC-
TH. Hanpumep, ronosa B popme « TMMOH» OT-
MeyuaeTcs y 1% HopMATBHBIX TUIONOB. EmnuH-
CTBEHHBIM aOCOJTIOTHBIM TPI3HAKOM TIaTO-

Puc. 1.29. [onepearoe cedeHre ToNoBH Iiona. OTer-
JOTBO BHITHEI 3X0rpadiaecK e IIpH3HAKH < THMOH» 1 «0a-
HAHY.
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Puc. 1.30. INonepeutoe cedeHne TOMOBBL IIOAA {«MA-
MOH») B 26 Hell GepeMeHHOCTH IpH spina bifida B meii-
HOM OTHeNE TO3BOHOTHHKA.
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JIOTUM B 3THUX CUTYALIMAX ABIAETCH HATNUWE
JedekTa rMo3BOHOYHMKa |3, 6].

HM3meHeHus1, BBISIBIeHHBIE TTPU CHOXHMH-
YeCcKOM CKPUHHHTE, CIYXKAT OCHOBAHUEM K
TIPOBEIEHMIO JeTATBHOTO YIBTPAa3BYKOBOTO
HCCIETOBAHU.

Ilpenamasvnan maxmuxa u npoernos. B
ciydae obHapyXeHHsI MeHWHTOMUeJIoLere
JI0 Meproia XU3HecrocoOHOCTH, NalueHT-
Ke CIIeiyeT IMpeIOKUTE TpephiBaHue Gepe-
MEHHOCTH TT0 MEAMIIMHCKHM TIOKa3aHUIM.
[1pu nponoHTHMpoBaHKA OepeMeHHOCTH TI0-
Ka3aHo JJMHAMHYecKoe YIbTPasBYKoBOe
HabmooeHWe KaxXxapie 2—3 Hell ¢ HeNbIo
OLCHKH IMOABICHWA NPYTUX TPHU3HAKOB H, B
YaCcTHOCTH, BeHTpHKyIoMeramin. Pomopas-
pelnieHre ClieyeT OCYIIeCTBISATh B perHo-
HAJIBHOM TepUHATAJIBHOM LIEHTpe cpasy I10
JIOCTHIKEHUH JIETKUMK TUI0JIa JIOCTATOYHOM
3penocti. CylllecTBYyeT TOUYKa 3peHUs, UYTO
TJTAHOBOE KecapeBo ceueHHe HeCKOJBKO
YMeHbIIAeT HAPYLIEeHWS JIBUTaTeJIbHBIX
(GYHKLMIA Y HOBOPOXIEHHOI O, MO3TOMY
orepaTUBHOE pojiopaspellieHre MOXeT pac-
CMAaTpPHMBAaTLCsl Kak MeToJ BeIOOpa |7, 8].

Tenemuxa. JleheKThl HEPBHOU TPYOKH —
3TO MYIBTH(DAKTOPHAIBHBIE AHOMAIMK. Spina
bifida MmoxeT (bopMIIPOBATECS B pe3y/IbTaTe M-
TiepTepPMHUH MATEPH, TIPH HATUUUH Y Hee Aua-
OeTa, Mpu Bo3aeHCTBUM HA ITJIOM B pAHHME CpO-
KM HEKOTOPBIX TepaToreHHbIX (akTopoB (Ha-
TIpUMep, BaJbIIPOMEBOI KHUCIOTRI), a TaKXKe
TIPH XPOMOCOMHBIX aHOMATHSIX (TprcoMIH 13,
18, TpuIIIoOMANK, TeTPaTUIOMINH, AYTUTHKA-
LMK, JeNieliui, HecOaTaHCMpOBAHHbIE TpaHC-
Jiokatmu) [9—13]. Spinabifida coueraetca 6o-
nee yeMm ¢ 40 CUHAPOMAMU MHOXEeCTBEHHBIX
TIOPOKOB pa3BUTHS. OTMeYAeTCsl BO3PACTAHME
YacTOThI ITOU IMATONIOTHH TTPH MOHO3UTOTHBIX
JIBOMHSX M TIpH 5KcTpodmK Knoaku |9, 10].

ITpenaTanpHoOe 0OCNegOBAHUE OOJIKHO
BKJTIOUATH OIpefiesieH1ie KApHOTHITA M TILATE b~
HOe YJIbTpa3ByKoBoe mccnenoBaiue. Ocoboe
BHUMaHME CIIe[1yeT VeI Th aHATOMUU I'OJIOBBI,
cepnua, pyk W Hor. Poguresiam HeoOXoIuMo
TIPEAOCTABHTL KOHCY/IBTALIMIO HElpoXupypra
Ut O0CYKIeHUS BO3MOXHOCTEH XHUpypruuec-

KOI'O BMELLIATENILCTRA IOCHe POIOB (3aKphITHE
JedekTa WM LIyHTUPOBaHKE ), a TAKXKe Ipo-
rHO3a JUIS XKM3HW M 300poBbs pebexka. I1pn
KENAHWH pOAUTENH TOJEDKHBI MMETH BO3MOXK-
HOCTH BCTpEYHM C INMallHEHTAMM, TepeHeCII -
MM OTIEPALIMM, M ¢ UX poauTeNiaMu. B ciyyae
rubenu rofa WM HOBOPOXKIEHHOT 0 He0OX0-
JUMO TTPOBEICHHE l'[O,[[pOﬁHO]"O TAaToNneroa-
HATOMHWYECKOI0O UCCITeOOBaHIMA.

I1pM 3aKMOYHUTENIEHOM MeIUKO-TeHeTH-
YECKOM KOHCYNBTHPOBAHWW CEMBH CJICAYET
HU3YIHTE UICTOPHIO CEMEBH, OOCYIUTE ITPHUYHUHBL
BOZHHMKHOBEHMATIOPOKA M PACUKTATE PHCK €TI0
BO3MOKHOIO IMOBTOPEHMSA. DMITHPHYECKHIA
PUCK TMOBTOpeHMd spina bifida coctapnger 3—
5%. YriorpebreHye OONMBIIMX 103 (oSeBoit
KHCJIOTBI (4 MT), HaYaToe 3a 3 Mecsilia 0 Iia-
HUpyeMoii 6epeMeHHOCTH, MOXeT yMeHbIITUTh
PUCK BO3HUKHOBeHM4 spinabifida 1o 70% [ 14].

Taxmuxa ¢ Heonamaavrom nepuode. Jlo-
00ii OTKpBITHIH Ae(deKT HePBHOM TPyOKH
JOJIKeH OBITh 3aKpHIT B TeUeHWe TepBhIX 24
JacoB KW3HW. AHTUOaKTepHalbHAas Tepa-
1S, HAYATAS cpa3y Mocye pokKIeHUs, MO-
JXeT YMeHBIINTh PUCK WH(EKITMOHHBIX OC-
JIoKHeHHit. [TporHos aist JKU3HH ¥ 300POBBS
3aBUCHT OT YPOBHA PacIioloXeHUA MEHWH-
roMuenoLese, a TakXke OT KOJMYeCTBA U Xa-
pakTepa couyeTaHHBIX aHoMmanuii. [Ncuxu-
JecKoe pasBUTHe AeTeli, UMEIOIINX Mpu
pOXJIEHWUM HOPMAJIBHYIO OKPYKHOCTb [OJI0-
Bbl W MPaBHJIBLHO C(POPMHUPOBAHHBIN MO3T,
He cTpagaeT. IlalMeHTH ¢ MEHUHTOMHENO-
[ene, pacrmoiloXeHHOM Ha ypoBHe L2 u
HIXKe, B TTePCIeKTHBe MOTYT TepeIBUraTh-
C$1 € TIOMOLLIBIO KOCTBLIEH, TOrIa KAK Maiu-
€HTBHI ¢ 00Jic€ BBICOKUM PaCTIONOKEHHUEM
JiedpeKTa IOUTH BCeT/1a BBIHYKIEHBI HCTIONh-
30BaThb MHBATMAHYIO KOJMACKY [15].
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PACIHIEJIMHA I'YBbBI U HEBA

Onpedeaenue. U30MMpoOBaHHAS paciiiev-
Ha TyOBl MM B COUETAHUM C paclleJIMHOIA
Heba — Haubosee yacTad aHOMaMA JIMLe-
BBIX CTPYKTYp. Pacire/miHa MoXeT pacrona-
raThbCsi ocepeanHe, ¢ IBYX CTOPOH WIH MO-
xeT ObITh oiHOCTOpoHHeN. Paciiesia Heba
0e3 paciie/MHEL IyOsl — 3HAYUTEeIbHO DoJiee
penKast aHOMAITUS, SIBJISTFOLLASICS] OTIAEbHBIM
MOPOKOM Pa3BUTHS.

Yacmoma. YacToTa BCTpe4aeMOCTH pac-
LIIEeJIMH JIMIA B cpeJIHeM cocTaBigeT 1 ciy-
yaii Ha 800 xuBopoxmaeHHbIX [1]. Cpegu
npeactaBuTesieli Gemoil packl B AMepHKe U
KHUTENe AWM 9Ta MATOJNIOTUA BCTpevyaeTcs
yalie, YeM CpeJii YepHBIX aMepHKAHLIER [2—
4]. ManpYyuMKy MMEIT pacHieNIMHEI Yale,
yeM JeBouku. B 2/3 ciyuaeB pacuienuHa
T'yOBI COUETAETCS € paciieiHoi Heba. [Tpu
OJIHOCTOPOHHEM IOpaXeHWH pacuieMHa
yarie pacronaraeTcs cliena.
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Bmuoaoeua. CtpykTyphl MLa GopMUpY-
roTcs mexxay 4-11 u 10-i Hemessivu Oe pemMeH-
HocTh. HenapHbie (ppoHTOHA3AIBHEIE CTPYK-
TYPBI CIIMBAIOTCH € IMAPHBIMU MAKCHITIAPHBI -
MW 1 MaHIMOyUIapHeIMU Oyropkamu [5]. B
TeX CNYYAsiX, KOTOA MpoIece CIUSHUS TIpo-
XOIUT HETIOJTHOCTBIO, 00pa3yoTCsl paciie -
Hel. KpaiiHe peflko paciue/IMHBl BOSHUKAIOT
Ha (hoHe CHHIPOMAa AMHUOTHYECKUX TIXKEH.

Ocrosrvie npunyunst duaznocmuku. J1ns
OLIEHKH CTPYKTYP JIMI[A@ UCTIONB3YIOT pas-
JIMYHBIE TUIOCKOCTH CKaHUpoBaHus. Jlnd
JIMArHOCTUKH paciieJIMHBI BepXHeil TyObl U
Heba, 110 HallleMy MHeHHIO, HauboJiee HH-
¢opmaTuBHOM siBAsieTcsi GpoOHTANbHAS
TUTOCKOCTB, KOTOpad MPOXOIUT Yepes Kpbl-
JIbS HOCA, BEPXHIOW TYOY M TepeJIHION
yacTh Heba (puc. 1.31). IMonesHbIMu 114
MOCTAHOBKH MpeHAaTaJlbHOTO AUArHos3a B
HEKOTOPBIX CIYUasX SIBISIOTCST TaKXe WC-
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Puic. 1.31. @ponranetoe CKAHHPOBAHHE CTPYKTYP JTMIIA
1ona. OT9eTIMBo BIICH HOCOTYOHBI TPEYTOIBHUK.

3.SKTB  LpwTp npesaTansnol geamcneh poa 27
Kaaprc +4 ' ! -
1

—

Puc. 1.32. OpHocTopoHHSAS pacile/IHHa BepXHel ry0pl 1
neba (crpenka).

Puc. 1.33. OjiHocTOpOHHAS pacilie/iMHa BepxHeil ry0nl (cTpenka) B 22 (a) 1 25 (6) nem GepeMeHHOCTH.
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Puc. 1.34. JIpycTopoHHsisl paciiellHHa BepXHeil ryGel
{cTpenKki).

CJIeIOBAHM B ITOTePeYHOM M CATUTTATBHOIN
TUIOCKOCTSX CKAHMPOBAHMS Yepes Bepx-
HIOKO TY0Y U He0o. OOBIYHO JieheKT BHU3ya-

JIM3UpYETCH B BUJIe TMITOBXONeHHOM CTPYK-
TypH (puc. 1.32, 1.33, 1.34). B coyuasax cpe-
JWHHBIX paciie/iH WKW Npyu OuiaTepaib-
HOM mopaxeHuu 6e3 oOpazoBaHUs STOro
BBITTAYUBAH WA TTPH MCCIEOBAHWUH B CaruT-
TANBHOM TIOCKOCTH YAaCTO BU3YATH3UPYET-
CST CTTTAXKeHHBIN Mpopuih.

HoBble yIbTpa3ByKOBBIE TEXHOJIOTHH,
HarpyMep, [BeTOBOe NOITIEPOBCKOe Kap-
TUPOBaHHe, O0JIeryarT IMOCTAHOBKY JUar-
Ho3a [6]. ITpu gomnmuepsxorpadui MOXHO
BUJIE T IBMXKEHUE XXKUIKOCTH Yepes HOC, pOT
U rnoTKY. [Tpy HATTMY MK paciie/TMHbl Xapak-
Tep ABHXKEHUH XHIAKOCTH MeHsdeTcd [7].
TpexmepHoe M30obpaxkeHUE MOXKET YTOU-
HMThH JMATHO3 B Te€X CJIydasiX, KOora nmpu
JIBYyXMEPHOM HCCIIeOBAHWH paciieJInHA
Obl1a 3arol03peHa, HO ee YeTKas BU3yalu-
3alM mofyyeHa He Obiia [8].
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Pannsas npenamaavras duaznocmura. J1y-
ATHOCTUPOBATH pacuie/IMHY THLIa B 00Jib-
LIWHCTBE CJTYYAeB YIAeTCsI TONBKO BO BTOPOM
TpuMecTpe 6epeMeHHOCTH TIPU CKPUHUHT O~
BOM YJIbTPa3BYKOBOM MCCIleLoBaHMH. OmHa-
KO, B HEKOTOPBIX HAOMOAEHUSX € ITIOMOLLBIO
TPAHCBATMHAIBHOIO UCCIIE[IOBAHUS 3TO BO3-
MOHO Y3Ke B KOHIIe [epBoro TpumecTpa Ge-
pemeHHocTH [9]. CornacHo JaHHBIM JIUTE-
paTypbl, HauboJiee paHHIA IUATHOCTUKA
Obla ocyiectsineHa B 11— 12 Hen bepeMeH-
HoctH [10].

Teremuica. boNbIIMHCTBO CyYyaeB pac-
LIEJIHH JULA ABIAIOTCH MYJIbTH()AKTOPH-
aJIbHBIMU I10 CBO€i TIpupojie, OMHAKO OT 15
o 20% HabmonoeHWI BXOIAT B COCTAB CHH-
JPOMOB MHOKeCTBEHHBIX MOPOKOB Pa3Bh-
TH4 |11, 12]. Pacmenina Heba Oonee vac-
TO, YeM pacuiesiMHa ryobl, ABIIeTCH KOM-
MOHEHTOM pPa3fIMYHbIX CUHIPOMOB, B YacT-
HOCTH, CKeJIeTHBIX aucruiasuii [11]. bonee
230 HEXpOMOCOMHEIX CHHAPOMOB B CBOEM
COoCTaBe MMEIOT pacuieJIMHy auia |12].
CHvHIpOMBI HMEIOT pa3NWuHbINi TUIT HACHe-
JIOBAHMs, BKJIIOUasl ayTOCOMHO-peleCCHB-
HEIH, ayTOCOMHO-AOMHUHAHTHEIN M X-
cuervieHHbId. B 3—4% HaOmoneHUil pac-
LUeJIH JivLa U B 1—2% paciuesidd Heba Bbl-
SIBISIIOTCS pa3JIuYHBIE XPOMOCOMHEIE
aHOMaJIMH, Hauboee YacTasi i3 KOTOPbIX —
Tpucomus 13 [11]. B 3—5% HabmoneHuit
pacuesuHbl muia (popMHUPYIOTCH TIPH BO3-
JIeMCTBUM TAKHX TepaTOreHHBIX (paKTOpOB,
KakK THIAHTOWH, TPUMETAAHNOH, aJKOr0Jb,
peTHHOBasA KMCI0Ta, AMUHOTITEPHH, 4 TaK-
Ke HUKOTHH [12—18]. T1pu melcTBUM 3THX
¢aKTopoB B paHHWUE CPOKH DepeMeHHOCTH
PUCK BOBHHUKHOBEHHS PACILIEIMH COCTaB-
et 5%.

CpeauHHad paciie/ivHa ryobl BCTpeqaeT-
Cs MEHEE 4acTo, YeM OTHOCTOPOHHAS MU
JIBYCTOPOHHSISI U HEPEJIKO COYETAETCS € TO-
nonpo3ssHiedanueii. Onucano donee 40
CHHJIPOMOB MHOXeCTBEHHEIX ITOPOKOB pa3-
BUTHA, COUETAIOLINXCA ¢ pacilleTMHAMM, [P
5TOM TIOJIOBMHA W3 HUX BKITIOUAET CpeIMHHBIE
pacuienuHer [19].

BonbIMHCTBO TUIOAOB € paciieIMHAMU

A4

JTALIA UMEKOT COYeTAHHBIE AHOMAJIHUH, TPH
5TOM BePOSITHOCTb APYTUX ITOPOKOB Pa3BUTHSI
BBILLIE [TPH H30JIMPOBAHHOM pacientiHe Heba
(35—60%). Pacienuta ryoel 6e3 paciieTiHbI
Heba pexxe coveTaeTcs ¢ IPYTHMH aHOMATHSI-
MM (MeHee 10%). Yame Bcero pacuie/IMHbI
JIMLIA COYETAKOTCS € APYTMMU AHOMATMAMM JTUIIA
U ueperia. TIOpOKAMM Pa3BUTHS LIEHTPATLHOM
HEepPBHOI CHCTeMbI, AHOMATHSIMU [J1a3, CKeJleTa
M cepaua. MUKporeHMs IMpH paciiefiiHe Heba
BeTpevaeTes B 9% ciyuaes [11].

Ilpenamaavnoe KoHcyrvmupoeanue u
maxkmuka. [IlpeHataneHoe obciefoBaHUe
JOJDKHO BKIIIOYATE KapUOTHITMPOBaHHE U
TIIATEJIEHOE VIIBTPA3BYKOBOE MCCIEIOBAHME
€ TIPUCTATTbHBIM M3YyYeHHeM aHATOMMH JINTIA,
Mo3ra, cepnua u ckeneta. Hamure pacie-
JIMH MEXY PTOM M IJIa30M WIH PTOM U YXOM
MOXeT CBHAETEIbCTBOBATE O CHHAPOME aM-
HUOTHYeCKHMX Tspkeil. [Ipu oOHapyXeHHUH
paciie/iH y 1iojaa ciieayeT BHHUMATeJIbHO
obcneioBaTh poauTeNeil I BIABACHUI
CTEePTHIX IMPU3HAKOB PasTMYHBIX AYTOCOMHO-
JOMMHAHTHBIX CUHAPOMOB, HanpuMep Van
der Woude u Stickler, mposiBIeHUSIMM KOTO-
PBIX MOTYT OBITH paciiervieHHe Y3aeuKH sI35-
Ka, MMOITHA, AHOMAJIMK cepaia v T.J1.

MeIMKo-reHeTHYeCKOe KOHCYJIBTHPOBA-
HMe CeMBH JOJDKHO ObITH HAITPABIEHO HA BHI-
SIBJIEHHE BO3MOXKHBIX TPHUUYMH BO3ZHUKHOBE -
HMS paclleJIMHBl M UCKJTIOUYeHM S HacIe -
CTBEHHBIX MOHOT€HHBIX CHHAPOMOB, a TakK-
XKe XpOoMOCOMHBIX abeppanuii. TouHBIH
JUATHO3 TI03BOJISIET pacuMTaTh PUCK TOBTO-
peHus maronoruv. Pogurensim HeoOxommMmo
MpeloCTABUTE KOHCYJIBTALMIO XUpYypra I
YTOYHEHUS TEPCIEeKTUB XHPYPIrUIeCKOM
KOppeKIHH, a TAKXKe CPOKOB BO3MOXKHOTO
OIe paTHBHOTO JledeHHd. JIIs HATJISITHOCTH
cHenyeT MpoaeMOHCTPHUpOBaTh (ororpadun
MALMEeHTOB, MPOIIedIINX PeKOHCTPYKTHUB-
HYIO OTIePALIMIO 0 U [OCTIe JIeUeH .

KoHcynbpTanmus cHHAPOMOJOTa IOCTie
poxaeHMs peOGeHKa MO3BOJILeT YTOUHUTH
JUArHo3. SMITMPUYECKHA PHUCK MOBTOPEHMS
MVJIETH(DAKTOPHUANBHEIX paCILeTAH 3aBUCUT
OT KOJTMYeCTBA YJIEHOB CEMBM C aHAJIOTHY-
HOI1 aHOMAaJIMel, KX 11oJia, CTerneHu UX pojl-
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CTBA C MALUEHTOM, CTENEHH pacIeTieHH.
ITo paHHBIM JTMTEpATYPHI, ITPHEM (POITHEBOIA
KHMCJIOTBI 10 HACTYTUIEHMS cleayromeil Oe-
PeMeHHOCTH MOXKeT HECKOJIbKO YMEHBIITUTD
PHMICK BO3HMKHOBeHMs paciueanH [20].
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MUKPOTEHUA

Onpedeaerue. MUKpOTEHUS — 3TO aHOMa-
JIWS TALIA, XapaKTepU3YIOIAasICs THITOTUIAZ-
el HMDKHEH YeIIIOCTH.

Yacrmoma. Pe3ynbTaThl MyJIETULIEHTPOBBIX
TMepUHATANEHBIX UCCIeNOBAaHII CBUAETENb-
CTBYIOT, UTO YACTOTA MUKPOTEHUH B CPEJTHEM
coctapnseT 7 cinydaeB Ha 10 000 pomos [1].

BHmuoaoens. BOJIBLIHMHCTBO CJIy4aeB MUK-
POreHHH BXOIAT B COCTAB Pa3THYHBIX CHHI-
pomoB. Orcano 6osee 100 cHHAPOMORB, ITpH
KOTOPBIX MHUKPOTeHUA ABIAETCA UX COCTAB-
HOM YacTbio. KpoMe Toro, oHa 4yacTo BCTpe-

N P il

TNE,SELECTED OTHER PRIOR

Puc. 1.35. DxorpaMma HOpMaIbHEIX JIMLIEERIX CTPYKTYP
TUIONA TIPH CATHTTAIFHOM CKAHHPOBAHHH.
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Puc. 1.36. DxorpamMma JIMIEBBIX CTPYKTYP TUIONA ¢ MHK-
pOTeHHEN TIPH CarHTTAIBHOM CKaHHpoBaHHN. BumeH
MaJIEHBKHH CKOIMEHHBIH TOIGOPOIOK.
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YyaeTcsl TIPH CKeJIeTHBIX AWCTIIA3MIX M aHOMA-
JIAAX XPOMOCOM, TAKMX KaK TpUCOMHUH 13, 18,
HecOaTAHCUPOBAHHBIE TPAHCIIOKALMK. [eii-
CTBHME HEKOTOPBIX TepaToreHHbIX (PakTopoB
(TpUMETAIMOH, MeTATPEeKCAaT, AMUHOIITEPHH,
peTHHOBas KMCIIOTA, aJIKOTOJIb) MOXET ITpH-
BOIMTH K (POPMUPOBAHKMIO MUKPOTeHUH |2].

Ocroenste npunyunst ouazrocmuxu. Muk-
poreHus] MOXeT OBITh JIHATHOCTHPOBAHA C
TMOMOIIIBIO 3Xorpadmu MpH HccleJOBAHHUN
npoduns wioaa (puc. 1.35).

CarurrajbHOe CKAHHPOBAHKE MO3BOJISET
BBISIBUTH BBICTYMAIOIYIO BEpXHIOK ry0y H
MaJIeHbKHIH CKOIIeHHBIH MOA00opoIoK (pHC.
1.36) [2—4]. MUKporeH1s HepeIKo coveTa-
ercd ¢ APYIrMMHM aHOMAJMSIMH JIMIIEBBIX
CTPYKTYP. KOTOpbIe TAKXKe MOXHO IMarHoc-
TUPOBATH NP U3YYeHWU CTPYKTYP JIULA T10-
Jla P CAaTUTTAJIBHOM CKAaHHPOBAHWUA (pHC.
1.37).

llpenamaavrnan maxmuxa u npoznos. Ilpu
MOI03peHHH HA MUKPOTeHWIO HeoOXoauMo
TIIATeNbHOEe YILTPa3ByKOBOe HecTieloBaHue,
B TOM YMCIe W 9xoKapauorpaduyeckoe, 1
MUCKJTIOUEHUS COYeTAHHBIX AHOMAJIMIA.
[TpeHatanbHOe KapHOTUITHPOBAHHE [10-
KAa3aHO B CBA3H C BEICOKOM YacTOTOM aH3yI1-
JIOMTHI MPpH 3TOM aHOMATHK. B Tex cnyyasx,

ca -
,!!r. '- gemnm
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Puc. 1.37. DxorpaMma JMIEBBIX CTPYKTYP TUIONA ¢ TI0N-
HBIM OTCYTCTEHM HOCA (CTPEJIKA) IPH CATHTTATThHOM CKa-
HHPOBaHHH.




HEHTPANBHAN HEPBHAA CHCTEMA U CTPYKTYPBI AHIIA

KOrjla MUKpOTreHHs ABJIsgeTCs U30JIMpOBaH-
HOM WJIM BXOIHT B COCTAB CHHIPOMOB, COBME-
CTHMBIX € XWU3HBIO (HAllpuMep, CHHAPOM
Treacher Collins wim Robin), nokazaHo po-
JopaspellieHHe B [epHHATATbHOM LIEHTpe,
TIOCKOJIBKY ¥ JIETEH € 3TOM aHOMauel pas-
BUTHA HEPEIKO pa3sBUBAETCS CUHAPOM JbIXa-
TeJIbHBIX pacCTPOMCTB.

F CHeMUYeCKoe KOHCYyAbmuposanue u npo-
2H03. MUKpOreHHs BXOJUT B COCTAB MHOI'MX
CHHAPOMOB W AMIIUPUUECKHUN PHUCK TIOBTO-
PEeHHKA 3aBUCHT OT XapaKTepa CHHApOMaA.
ITockonbKy OOJBIIMHCTBO IVIOJAOB MMEIOT
CoUYeTaHHBIE AHOMANWHK, OOLIWIA IPOrHO3
JUTSL XKU3HW W 3[H0POBbS YACTO ObIBaeT HeOMa-
TOINPHATHBIM. [’IBOJIH[JOB&HHBF[ MHMKpOTe-
HM MPeHATATBHO JTHATHOCTUPYETCS nane-
KO He BO BCeX cly4dasx, rMmosToMy UCTHHHAA

yacToTa G1arornpUATHBRIX UCXOIOB MOXET
OBITH BHIILIE.
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OTOLE®PAIINA

Onpedeaenue. Otoliedanus («yxo-rono-
Ba») — BTO JieTalbHAS AHOMAJIHMS PasBUTHS,
XapakTe pU3YIOMAACs THITOTLIa3HeEN WITH TTOJ-
HBIM OTCYTCTBHMEM HICKHel YemiwCcTH, 4YyTO
TIPUBOJMT K PE3KOMY CMeITeHHIO yiueil. [To-
POK pa3sBUTHS, KaK MPABHIIO, COUETAETCS C
MHMKPOITIOCCHeil U MUKPOTacTpHei.

Yacmoma. Otouedanis sBIsgeTcs: Kpaii-
HE PeIKHUM [MOPOKOM Pa3BMTHII.

Bmuosoeua. Orouedamig npeacTapIgeT
coboii IedeKT pazBUTH [MEPBOU TTIOTOYHOM
OYTH, KOTOPbIHA MOXeT OBITh pe3yJlbTaTOM
AHOMAJBHOM MHMIPAalliM HEPBHBIX KJIETOK
WK ePULIATOM Me30iepMbl BOKPYT MaHIH-
OyssipHoro 6yropka. Orouedanns 4acTo co-
YETAETCH C TOJIOMPO33HITe(haTHelt, 1K IO -
el M situs inversus | 1]. bonbmHcTBO HAOMIO-
JIeHUI SIBJSIIOTCS CITOPAJAMYeCKUMM, XOTH
OITMCAHBl M CeMeMHBIe CITyYau.

Ocrnoenvie npuriyunst duaznocmuxu. B ni-
TepaType OITMCAHBI CIyYan IpeHaTalbHOM
VABTPA3BYKOBOW JHATHOCTHKH OTOLIE(h TN
|2, 3]. OTcyTCTBIE HUDKHEM YemoCTH MOXHO

YCTAHOBHTH TP UCCIIENOBAHMI B ITOIIEpeyd-
HOM M CarUTTANBHOIM TUIOCKOCTIX CKaHHUPO-
BaHUA. B OOJIBILIMHCTRE CITYYaeB AHArHOCTH-
pyeTcs MHOTOBO/II€, CBI3aHHOe C HapyIlle-
HUEM INoTaHud. [1py yIbTpasByKOBOM MC-
CIENOBAaHHWH JIETKO BBIABIAOTCH ,[[e(I)eK'IBI,
coueTarolecs ¢ orouedanueit (Harmpumep,
TONOTpO33HLIEDATH, LIUKIOIH).

Pannsasa npenamaavnas ouazrnocmura. /10
CHX [Op He OINMMCAHO HU OMHOIO CIydJas aAu-
ArHOCTHUKH OTOLIe(DATHH B MEPBOM TPHUMECT-
pe OepeMeHHOCTH.

Ilpenamasvnas maxmuxa u npoenos. Bo Bcex
CIy4yadxX peKOMEHI0BaHO IpepbiBaHue Oepe-

MEHHOCTH INOCKOJILKY OT‘OHCCIJRM ABIAETCH
JIeTATbHOM aHOMaTHei He3aBUCHMO OTTIPHCYT-
CTBMSI COUETAHHBIX IMMOPOKOB pa3BUTU [4].
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OPTAHBI I'PYIHOHU KAETKHU
(UCKAIOYAS CEP/ILIE)

BPOKJIEHHAA JTUADPAI'MAJIbHAA I'PbLAKA

Ounpedeaenune. BpoxaeHHasi nuadgpar-
ManbHag rpeika (BJII) — 310 mopok, Koto-
PEIif BOSHUKAET B pesyibTaTe 3aMe/UIeHHA
Tpoliecca 3aKpPhITHS TUICBPOIICpPHTOHEa TbHO-
ro kanana. [1pu B/II" o6bryHO HMeeT MecTo
HEOOCTATOYHOCTD PA3BHUTHS 3aMHEIATE paTh-
HOTO Y4acTKa JIEBOI MOJIOBMHBI AradparMbl.
OtcyTeTBHE pasfiefieHHUA MeXIy OpIoLIHON
TIOJIOCTBIO M [PYIHOM KJIETKOM IMPHBOIWT K
TepeMEeIeHUIO XeJyaKa, CeJie3eHKU, K-
LIeYHWKA M Jaxke MeYeHH B TPYIHYIO ITOIOCTh,
YTO MOXeT COIPOBOXIATHCHA CMelleHUeM
CpeIOCTEHU M BBI3BIBATE CAABJICHUE JIETKHUX.
HMmeHHO mOo3TOMY HEpeIKO pa3BUBAETCS IBY-
CTOPOHHSIA JIETOYHAS TMITOTIIa3Ksl pa3indy-
HOW cTerneHu TsokecTu. Henmopassurue ser-
KMX BeJleT K aHOMaJbHOMY (hOpMHPOBaHHIO
HX COCYAHCTOM CUCTE MBI M BTOPHUYHOI JTerod-
HOM TUIIEPTEH3MH.

Yacmoma. BJII' BcTpeyaetcsd rpuOIM3KU-
TenbHO Y 1 13 2400 HOBOPOX/IEHHBIX [ 1].

Kraccupurayua. Beigensior 4 oCHOBHBIX
tura BT [2]: 3agHesiaTepalbHYyIO (IpbLKa
boxnaneka), riepemHenaTe paibHyIO, TPYIHH-

HYIO0 M TpbDKY Moprassu. JIBycTopoHHME A~
acbparMasbHble TPBIKU cocTapissior 1% or
peex BT [3]. TlonHas areHesus auadparMbl
BCTpEYAcTCsl JOCTATOYHO PEIKO M COUYCTACT-
Csl ¢ MHOXECTBeHHBIMHA aHOMATUsIMH [4].
JedekT LIeHTpaTbHOT O CETMEHTA AHadparMel
B COUETAHMH C TPbIKeil B Ile pUKAPIHATBHYIO
MOJIOCTS SIB/geTcd Hauboee paHHel hopmoii
BJII'. DTa anomanus XxapakTepu3yeTcst coo0-
[IEHHEM MEeXIY TIePUKAPIUATIBHOI U TepH-
TOHEAJTBHOM TOJIOCTIMU B pe3yiibTaTe leek-
Ta TOTIe PeYHOI IeperopoakH [5].

Ocroenvte npuryunst duaznocmuxu. [lepe-
MeEIleHMe CeplILia B IIPABYIO TOJIOBUHY TPy~
HOM KJIETKH B COYeTAHWHM C SXOHEraTuBHOMN
30HOM B ee JIEBOI TTOJIOBHHE (3KeJTYJI0K) Hau-
fonee YACTO MUATHOCTUPYETCS TIPU JIEBOCTO-
pouneit BAI (puc. 2.1, 2.2). I1pu ipaBocTo-
POHHMX I'PhIKaX cepiLie Ioja 0ObIYHO CMe-
eHo BIeBo (pHc. 2.3). O HAIMYKUM TOHKOTO
KUIIEYHWKA B TPYIHOI KJIeTKe CBUIETeNb-
CTBYeT IOSIBIeHe MHOTOKAMEPHOTO KHC-
To3HOTO 00Opa3zoBanms (puc. 2.4, 2.5). [lpn
fepeMereHuH MeYeHu B TPYIHOM TONOCTH
BUBYAIMZUPYETCH CONMUIHOE 0Gpa3oBaHUeE.
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Puc. 2.1. Bepementocts 24 wen. Ilonepeuroe ceverme
TPYIHOH KIeTKH UIo/a Tipu Jesoctoponneit BT, 1 —
JKENYIIOK; 2 — cepyiie.

Puc. 2.4. bepemenrtocts 21 Hen. Tonepearoe cegerne
TpymHO KieTkH moia mpu BT, 1 — menm KMimesrm-
Ka; 2 - cepe.

Puc. 2.2. bepemenHocts 27 Hen. [lonepeanoe cederie
IPpYIHOI KJIeTKH IIoga npu NneBoctoponHeil BT
1 — xenmyiok; 2 - cepiie.

Puc. 2.3. bepeMentocts 19 Hepr. 2Kenynok (cTpenka)
TLIOA PACTIONATAETCS B TPYIHOM KIeTKe TIPH MpaBocTo-
ponneii BT
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Puc. 2.5. Bepementocts 25 well. Ilonepednoe cederne
TpyaHoi KieTkn ryoga npu BT, 1 - metnm kumegrn-
Ka; 2 - cepiie.

ITpu B/II' yacTo oT™MeuaeTcsi MHOTOBOIHE.
Co4eTaHHbIE AHOMAJIMH BCTpeYaroTcs y 23%
ruiofoB [6]. Cpeay HUX ITpeBaTHPYIOT BPOK-
JIEHHBIE TIOPOKH CePALIA, KOTOPBIE COCTABIA -
1ot 16% [6].

Pannaa ouaernocmura. inarnoctuka BT’
MOXeT OBITh OCyllecTB/IeHa yke B 14 Het Oe-
pemeHHOCTH [ 7]. CMepTHOCTS 1TpH BJIT Kop-
penpyeT ¢ BpeMeHeM OOHApYKeHMUs TIOpo-
Ka: BEDKMBAIOT TOJIEKO 33% HOBOPOXKIEHHBIX
¢ BJII' B ciyyadx, Korga JuarHos ObLT yeTa-
HOBJIEH Jio 25 Helt, U 67% — ecii BT 6bia
JiInarHOCTHpoBaHa B Gomee TO3AHNE CPOKHU
OepemeHHoCTH |6].




OPIAHKI TPYJHOH KAETKH (MCKAIOYAS CERALIE)

Tenemura. QuadparmaneHele e eKTH
O0OBIYHO MMEKOT MHOTO(AK TOPHBIHM I'eHe 3, Of1-
Hako 12% BT u 40% mmnadparManibHBIX
SBEHTpalWii COUETAIOTCS € OMpeaesieHHBIMA
manbpopmammamu [8]. BAI' omicana nmpu
XPOMOCOMHBIX AHOMATUAX, TEHHBIX HApYILe-
HMSX, BPOXIEHHbIX CUHApoMax [9]. XpoMo-
COMHBIE AaHOMAJTNH, COYETAOIIHECS C Jad-
parMaibHBIMM JieheKTaMH, BKITHOUAOT TPU-
comum 13 u 18 mapel XpoMOCoM, CHHIAPOM
Pallister—Killian (Mo3auLIM3M TETPACOMHH
12p) ¥ HEKOTOPBIE APYTHE OYTUTMKALIMM M 1€ -
nenuu |10, 11]. Cpeau gpyrux CHHIPOMOB
MHOXeCTBEHHBIX [TOPOKOB CIiej1yeT BRI T
cuHapoM Fryns, reHTany KaHrpenna, CMHI-
pomde Lange v HapyILeHUS pA3BUTUSI COEIU-
HUTeJIbHOI TKaHM (cuHapoM Mapdana n
cuHapoM Ehlers—Danlos) [10].

ITpeHaTaneHOEe obGCneaOBaHKME NOJIDKHO
003aTeIbHO BKIIIOYATH OIpejlelieHHe Kapy-
OTWMA TUIONIA U AeTATbHOE YIbTPAa3BYKOBOE
uccnenopaiue. Ocoboe BHUMaHKe ClieayeT
obpalate Ha KOHEYHOCTH, LEHTPaIbHYIO
HEPBHYIO CHCTEMY, [MOYKH, cepjile, repe-
JTHIOK OPIOLIHYIO CTEHKY, MOYEBOI1 ITy3bIph
M CTpyKTyphl quiia. [1py oGHapykeHHH Co-
YeTaHHBIX aHOMATHN JuddepeHINaTBEHYIO
JIHATHOCTHKY MOXKHO IMPOBECTH TONBKO B XOJIE
KOHCWJIMYMA ¢ TIPHUBJIEYEHUEM TEHETUKOB,
CUHAPOMOJIOroB, reauaTpos. [1pu cbope ce-
MEMHOTO aHAMHe3a HeoOXoauMo obpallaTh
BHHUMaHHe HA HAJIMYHe JIIOOBIX 3a001eBaHMii
COCIMHUTENTBHOM TKAHH, 0OCOOEHHO Ha paHee
HeauarHocTupoBaHHble. Pogurenam ciemy-
€T peKOMEHI0BaTh KOHCYJBTAIMIO IETCKOTO
XHUpypra st o0cyxaeHnsa ocobeHHOCTe Jie-
yeOHON TAaKTHKH B HEOHATAIIBHOM IEpHOJIe
M ITPOTHO3A JUTA XKU3HU W 3110poBks. B cityya-
SIX CMEPTH TUIO/IAa WJIH HOBOPOXKIEHHOTO He-
obxomuma moapoOHasi AyTOTICHs, KOTopas
JIOJDKHA OBITE TTPOBe IEHA JETCKHUM TTaTOJIOTr0O-
AHATOMOM, a TAKXKe CHHIPOMOJIOTHYecKoe
oGcrmeoBaHie ¢ 1ENbI0 UAeHTUDUKAIIN
cunapoma. [lpu obHapykeH1M HecOanaHCH~
POBaHHBIX U3MEHEHUII XPOMOCOM TIPH TIpe-
HATATBHOM 00CHeloBaHUH [OKA3aHO OITpe-
JieNieHHe KApUOTHUIIA POIUTENIEH T UCKITIO-
YeHHUS HOCUTENLCTBA cOaTaHCUpPOBAHHOM
TPAHCJIOKAITMH OOHUM U3 CYTIPYTOB.

3aKMIOUHTENIBHOE MENMKO-TEHETUYECKOE
KOHCYJIbTHpoBaHMe ceMbu 1pu BT HeoOxo-
JIMMO JUTSE pellieHHsI BOITPOCOB O BO3MOXHBIX
(bopMax HacnemoOBaHHWS, TTPOTHO3E U PHCKE
MOBTOPEeHMsI TIOPOKa MPH 00HAPYKEHUH XPO-
MOCOMHBIX ¥ T€HHBIX HAPYLUEHWI, a TaKxKe
JUISL pacueTa 3SMITMPUYECKOTO PHUCKA TOBTO-
penusi nopoka. Harmpumep, ms cnbeos mpn
M30JIMPOBAHHOM 3agHenatepanbHoili BT
3TOT PUCK cocTaBnseT 1-2% [12].

Heonamaavnotii npoeros u ucxod. Tedenne
HEOHATAJIBHOIO TEePUOMA 3ABUCHUT TPeXIe
BCETO OT BbIPAXEHHOCTH JIETOYHOM IHITOTIA-
3UH U TSCKECTH THTIepTeH3HH. PasMepsl Tpel-
JKeBoro obpazoBaHug U 00beM (PYHKIIMOHK-
PYIOLLEH JIETOYHOM TKAHH TAKJKE OKA3BbIBAKOT
CYLLIECTBEHHOE BIIMSHHUE HA HMCXOJ B HEOHA-
TAJBHOM TlepHoJie. AHOMAJIBHOE pasBUTHE
JIETKMX MOXHO JIETKO IPOrHO3HMPOBATE TPH
HATMUWH MHOTOBOTUS, TUTATALIAM XKeJTyaKa,
a Tak>Ke TIpH TiepeMelleHUH MeYeH! rioaa B
rpyaHyto rnojocts |1]. HebnaronpugatHelie
MCXO/IBI TAKIKe HAOIONAIOTCS TP COYeTAaHHH
BJII' ¢ riopokamu cepiua W rpu paHHeM (10
25 Heq) BLISIBIEHHH 3TOTO TIOPOKA.

CornacHo onyONHMKOBaHHBIM pe3yibTa-
TaM, TOJIBKO 22% HeTel, KOTOPbIM AHArHO3
B ObL1 rocTaBiIeH MpeHaTaIbHO, OCTATMCH
xuBH | 13]. Jdaxe nipu uzomiposanuoii BT
BBDKMBaeT ToJIbKO 40%. CnMepTh 0OBIUHO HA-
CTYIIAeT B pe3yJibTare JIerOYHOM rUIepreH3Hn
M/ AbIXaTeIbHOM HepocTarouHocTH. He-
KOTOPEIe HOBOPOXIEeHHBIE TTOrH0aT OT OC-
JOXXKHEHHWI SKCTPAKOPIOpaAIBHOM MeMOpaH-
HO# oKcureHauuu (9MQO), koTopbie 00bIM-
HO BO3HMKAIOT IMPH €€ UCITONIb30BaHHH boJlee
JIBYX HEJIeJTb K OCOOEHHO Y IETEH, POIMUBILINX-
csi o 32 Hell. TONBKO MpH YCIOBUH HOPMATL-
HOTO KAPHOTHIIA, OTCYTCTBUSA COUETAHHEIX
AHOMAJIMIA ¥ pallTHOHAIBHOTO BEEHH A B HEO-
HATAJILHOM [EpHOjie BEIKHUBAEMOCTE TPH
BJII' nocturaet yyth 6omee 50% .
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V. 12. Ne 2. P 107111,

ILIEBPAJIBHBIN BBITIOT

Onpedeaenue. [ 11eBpanbHBINA BHITIOT IIpe-
cTtaBisieT coboil cKoMIeHe XUIKOCTH B

IIEBPATLHOM MOJIOCTH.

Yacmoma. [1n1eBpanbHbI BLINOT HAOMIO-
JlaeTcs B omHOM ciyuae Ha 15 000 Gepemen-
HocTeli [1].

Karaccupuxayua. I1neppanbHblil BEIIOT
00BIUHO OBIBAET ABYCTOPOHHWM, HO MOXET
OBITH U OHOCTOPOHHUM (Uare MpaBoOCTO-
poHHHIT). ColepXHMoe MOXeT ObITh Tpe/i-
cTaBAeHO JIMM(pOM (XMIIOTOPAKC) WU ITPOCTO
KMIKOCTBIO (THAPOTOPAKC).

Ocnoenvte npunyunet duaznocmuru. 11pe-
HaTaTbHAs AUArHOCTHKA TLIEBPATBHOIO Bbl-
IOTA OCHOBBIBAETCS] Ha OOHAPYXKeHWH CKOI-
JIEHUST XXKMIKOCTH MEXIY JTETKMMH M CTeHKa-
MM IpyaHoii mosocTH (puc. 2.6—2.8). Conep-
JKMMO€ BBITOTa (XMIOTOPAKC WM THIPO-
TOPAKC) He MOXET OBITb TOUYHO YCTAHOBIE-
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HO INpH YyAbTPpasBYKOBOM HCCHelOBaHHH
I1oHa.

Ilpenamaavnas maxmuxa u npoenos. Vic-
THHHOE TIPOUCXOXKIEHHE TTIEBPATIBHOTO BBI-
11074 OCTaeTCHd HEM3BECTHBIM B CBA3M C MHO-
roobpazreM BO3MONKHBIX MPUYUH U HU3KOM
YacTOTON BCTPeYAeMOCTH 3TOM MATONOTHH.
IIpenaTanbHas TAKTHKA OMNpeeNsieTcs cpo-
KOM OepeMEeHHOCTH, TIpH KOTOpPOM OOHAapy-
JKEH [UIEBPAIBHBIN BBINOT, U HAJTMYHEM BO-
JISTHKU 1110713, briaronpugTHEII POTrHO3 OT-
MeyJaeTcsl TIpM M30JIMPOBAaHHOM TLIeBpalb-
HOM BEITIOTE 0€3 coueTaHUs ¢ BOASHKOMN
Iiofa WM MHoroponueM. OnucaHo axe
CMIOHTAHHOE pa3pellieHue NBYCTOPOHHETO
IIeBPATbHOTO BHITIOTA B 24 Hen OepeMeHHO-
CTH C MOCNEAYIOLMM HOPMAJIBHBIM TeUeHH-
€M HeoHaTanbHoro repuona |2]. Ilpu oOHa-
PYXKeHHH TUIeBPAIbHOIO BBITOTA MOKA3AHO
THIATEJIbHOE YJIETPa3ByKOBOEe HCClieJOBAaHNe
u1o/1a VA UCKITFOUe HU A COUETAHHBIX AHOMA-
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MULNATAL UNHTEN, MATERHITY UNIT WY
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Puc. 2.6. bepemennocts 26 nen. [lonepeunioe ceucHue
rpyaHOI KieTKH ona. OT9er/iMBo BIIEH YMepPeHHEIH
JIEBOCTOPOHHIIT THIPOTOPAKC.

CHO

S208 -/+1/1/8
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Puc. 2.7. bepemennocts 31 ven. [lonepedHoe cedeHne
TPYITHOM KIeTKH M0aa. OTIeTIIHRO BUTECH BRIPaKeHHEL
JIEBOCTOPOHHHIT THIPOTOPaKC.

JIii, BUpycoJoruuyeckoe obcienoBaHue, a
TAKXKe MMPeHaTaNIbHOe KApUOTUITHPOBAHME,
TaK Kak OIMMCaHO COUYeTaHHe TUIEBPATBHOIO
BBITIOTA € aH3yTIUIonaueit |3].

K ¢axTopam, mpi KOTOpbIX HAOMOAAeTC
HeOmaronpugaTHBIN T1e pPUHATAJIBHBIA HCXOM,
OTHOCATCS: HEMMMYHHAS BOASHKA, paHHee
TIOSIBJIEHHE BBIITOTA, THUITOTIA3HUA JIETKHX,
BBIpaXXeHHOCTDb Tipoliecca. BoasiHka ruiopa
SIBISIETCS BTOPUYHBIM TPOLECCOM, TTOCKOIb-
KY BBIpaXXeHHBIH THIPOTOPAKC MPHUBOINT K
OOCTPYKLIMH BEH M 3aCTOMHOM CepHeyYHOM
HEAoCTATOYHOCTH. [Tocie MCKIoUeHUd UH-
(hbeK1IMOHHBIX Y TEHETUYECKHUX MPUUIKH, TIPH
W30THPOBAHHEIX WX HeOOMBIINX ABYCTO-

Puc. 2.8. Bepementocts 27-28 nen. Ilonepegnoe cede-
HHE TPYITHOH KJIeTKH TL1oAa. OTYe T/ IMBO BHIEH BRIpakeH-
HEBIH JIBYCTOPOHHHI THAPOTOPaKC.

POHHMX BBIMTOTAX MOKA3aHO JMHAMHYECKOEe
sxorpagudeckoe HabmoneHue [4]. [1pu Ha-
JIMYWU BBIPAXKEHHOTO TUIEBPAIbHOTO BHITIO-
Ta W KeJIAHWW CEMBH MPOJIOJIKATE OepeMeH-
HOCTB OIpaBIaHa MHBasUBHAaA MpoLEeaypa Bo
n30exxaHue pa3BUTHA HEMMMYHHOM BOISH-
KA W AHTEHATATBbHOM CMEPTH.
BHyTpHyTpOoOHBII1 IpeHaX TIeBpaTbHOIO
BBITIOTA OCYILIECTBIIAETCA IyTeM acIMpaniun
C TIOMOIIBIO UTJIBL JTUOO YCTAHOBJIEHUEM
[UIeBpoaMHUOTHUYeCKOoro myHTta. [Ipu yc-
[IELITHO [IPOBEACHHOM APEeHUPOBAHNU B O0ITE-
LIMHCTBE CYYaeB OTMeYaeTCHd MCUe3HOBEH e
MHOTOBOJIMA M YMEHBIIEHHE BRIPAKEHHOCTH
BOISHKM u1oaa [5]. B cinyuasix 1BycTOpoHHE -
'O BBITIOTA HEOOXOMHMMO pas/ieNibHO IPeHHUPO-
BaTh KaXKIVIO ITONTOCTh. Mcmoms3oBaHiie cyI-
pagradparMagbHOro JOCTYIIA MPU BBEIEHHI
HIJIBL TO3BOJISET H30€XKATh IIPUMeHEHU S BTO-
poii urisl [6]. BroT moaxoxn 1enecoobpasHo
HCITOJTB30BATH TOJIBKO Y TUIOAOB € IBYCTOPOH-
HUM IJIEBpaJbHBIM BEITIOTOM, TIOCKOJIBKY OH
MOXKeT IMPUBECTH K CEPBE3HBIM OCITOXHEHW-
SIM: KPOBOTEUEHHUIO, TIOBPEXICHUIO JIETKOTO,
nepdopauun nuieBoaa. Jlnsa obecrieueHus
0e301acHOCTH TIPOLENypPhl ee HeOOXOAUMO
OCVIIECTBIATE IMOJl KOHTPOJIEM LIBETOBOIO
JOITUIEPOBCKOro KaptupoBaHus. [pu mo-
BTOPHOM CKOTUIEHHHW XWIKOCTH OTpaBIaHa
MOBTOpHAasA acnupauus. TopakoleHTes, Mmpo-
BeJIEHHBII1 HEe3a10JIr0 A0 POIOB, MO3BOJIAET
n306eXaTh OCITOXHEHWI B HEOHATAITBHOM T1e-
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puose. Coobluanock 0 6JarorpugaTHOM HMC-
XOoJie TIPH ITPOBEJIeHHH ITPOLIeyphl Hermoc-
peACTBEHHO Tepe/l pofamu |7].

B rocnenHue roawl B nMTepaType oryonu-
KOBAHO JOCTATOYHOE KOJIMUeCTBO Habmome-
HHUH 110 BHYTPHUYTPOOHOMY JIPeHHPOBAHUIO
TUIeBpATBHOM TTONOCTH Y THIOAA MPH THAPOTO-
pakce. AHanmu3 66 onmyONIMKOBAaHHBIX CIyYaeB
MOKA3aJT, YTO MPH OJITHOCTOPOHHEM THAPOTO-
pakce nepuHaTAIBHBIE I10TE PH ITOCIIe TOPAKO-
LIEHTe3a OTMeYeHbI TONBKO B 6,7% Habmoe-
HUIA, TOTJIAa KaK IpH JBYCTOPOHHEM THIPOTO-
pakce — B 55,6% ciyuaes |8]. l'uapoTopakc B
OoNBIIMHCTBE cnyv4aeB OB BbIpaKeHHBIM.
CpoK nipoBeieHHsI ApeHUPOBaHU KoJie0acst
ot 21 10 35 Hen OepeMeHHOCTH, HO Yallle Ofie-
parusi mpousBomiIack B 27—31 Hell, B cpell-

HeM B 29 Hell. B Hatmx HabmogeHax Hanbo-
Jiee paHHee ApeHupoBaHue ObLIO OCYIEeCTB-
JieHo B 25 HeJl GepeMeHHoCTH (prc. 2.9, 2.10)
[9]. Ecmit mpu ABYCTOpOHHEM TMAPOTOpaKce
OIpPaBIAHHOCTh APEHHPOBAHKS HE BBI3BIBAET
COMHEHWH BBHAY BBICOKOMH JIETATBHOCTH, TO
TpU OTHOCTOPOHHEM TIPOIIECCE BOMPOC OCTa-
eTcsl MUCKYTAabeNIbHbIM M3-3a BO3MOXKHOCTH
CIIOHTAHHOIO paspelleHud ruaporTopakca. K
HacTosIIleMy BpeMeHH oItvcaHo 14 ciydaeB
M30JIUPOBAHHOI'O OAHOCTOPOHHEIO THIPOTO-
pakca, Korga He IMpOM3BOIWIOCH MPeHATATb-
Horo apeHupoBanud [10, 11]. B GonblMHCTBe
5THUX HAGMIOAEH WA TMAPOTOPAKC He ObLI BbI-
pakeHHBIM W 00HApYXKuBacs B 27—38 Hel, B
cpeaueMm B 31 Hepn. [lepyHaTanIbHBIE TIOTEpH
oTMmeueHH B 21,4% ciyuaes.

Puic. 2.9. bepementocts 25-26 et Ionepearioe (a) v nipofonsHoe (8) cedeHHs TPYTHOM KISTKH ILIoTa JI0 TOpaKo-

[EHTESA.

Puc. 2.10. Bepemennocts 25-26 nen, Tlomepeanioe (a) u npogonsHoe (0) ceaeHmst TpymHoil KISTKH TUIONA TTOCHE

TOpaKOoLEHTE 3.
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BPOXKJIEHHBIN KUCTO3HO-ATEHOMATO3HBIN
ITOPOK PABBUTUS JIETKUX

Onpedeaenue. BpoxeHHBII KMCTO3HO-
AIeHOMATO3HBII MOPOK Pa3sBUTHS JIETKUX
(BKAITPJI) npeacraBnseT coboii raMapromy
nerkux. BKAITPJI ¢ ogHEakoBoit 4acToToid
OOHAPYKHUBAETCS B IIPABOM H JIEBOM JIETKOM
M pe/Iko ObIBaeT ABYCTOPOHHHUM.

Karaccugpurxayua. TlpeHaranibHas sxorpa-
mueckas kaccupuraima BKAITPII ocHo-
BaHA HA pasMepax nmoBpexjaeHui [1]: Tun I
npeacrapiger co0oil MAKpOKHUCTO3HYIO (pop-
My, TdIT II — cMemmanHagd ¢popma, v 11 —
MHKpOKHcTO3HAas ¢opma. CornacHo mato-
JIOTOAHATOMMWUECKOM KiaaccuuKanuu, BbI-
JeNSAIOT 5 TUMOB nopoka. Tumn O (aruHo3Hasd
JIMCTLIa3us) 0ObIMHO HE COBMECTUM C JKH3-
HBIO; JIETKUe MaJIeHBK e W TUITOTLIACTHYHBIE.
Twumn I xapakTepusyeTcsi HATAUKeM OOMBILIIX
KICT, COOOIIAIONTIXCS ¢ OpOHXHATBHBIM Jie-

pesom. Tum Il mpencTapieH KUCTAMW MeHb-
[IeTo JuUaMeTpa (MaKCHMAJIBHBIN pasMep —
2,5 €M) ¥ CONpPOBOXIAETCs paspacTaHueM
KOHeuHkIX otaenoB 6poHxuon. Tum I xa-
paKTe pr3yeTcsi MaleHbKUMH KUCTAMK M CMe-
weHueM cpenocteHus. Tun IV coueTaetcsi ¢
niepuepuIeCKUMHA KHCTAMK.

OcHoeHble npuHyunot OUAZHOCIUKU.
BKAITPJI obHapyxuBaeTcsi B BUJIe KHCTO3-
HOTO, CMEILIAHHOIO WM COJIMIHOro 0Opaso-
BaHHWA B IPyNHOI KIleTKe 1Uiona (puc. 2.11,
2.12). Ilpu BbISIBIEeHWH BHYTPUTPYIHOTO 00-
pazoBaHMs He0OX0AUMO MPOBOAUTL Audide-
pPEHUHATBHEIH THATHO3 C HEMPOSHTE PAIbHEBI-
MU KMCTAMH, BPOXKIeHHOU TrUadparMaibHoil
[PBIKEN M JIETOYHOM CeKBeCTpalHei.
BKAITPJI mo3xeT BBIZBEIBATE MHOTOBOJIHE,
BOISTHKY ITIOJIA € TUIALIEHTOMETaIueii ¥ cMe-
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Puc. 2.11. bBepemennocts 22—23 wen. [onepeatoe cka-
HuporaHue TyJopuma mwiofa npu BKATIPIL T rurma

(crpeki).

BBmm
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Pue. 2.12. TlonepeaHoe cKaHNpoBaHHe [UIOIA MPH
BEAITPJI T muna (cTpeiika), cO4eTAONMEeMes] ¢ HeHM-
MYHHOIT BOISTHKO.

meHue cepana. CoueTaHHBIE AHOMAIHUH
BKITIOUAIOT BPOXKIEHHEIC TIOPOKY cepLia, K1-
CTO3HBIE U3MEHEHUS TTOUYEK, PACIIIETMHY Bep-
XHero HeOa ¥ BeHTPHKYJIOMeranmio |2].

Hpenamtmanaﬂ H HEOHaMAIbRAA TMAKMU-
ka u ucxod. Ilpy OONBIIMX paszMepax
BKAIIPJI MoXeT pasBUTECS THITOTLIIA3US
JleTkuX. BOIMHKa ABNAeTCA Cephe3HbIM OC-
JioxkHeHUeM BKATIPJI M 1pH OTCYTCTBHM Jie-
YeHWA BBIKIIHA TOIBKO HECKOIBKO ILTIOMOB.
B cnyyaax, Korga nopok mpeacTaBieH He-
CKONBKHUMHY OOJNBITMH KHMCTaMH, BO3MOXKHO
HX JpE€HHPpOBaHHE. TOp&KOﬂMHHOTHHeCKOC
LIYHTUPOBAHUE TIPH YBEJIMUCHUH KUCT OBLIO
OCYILIECTBIEHO B CpoKH oT 22 10 35 Hen | 3].

BaxxHoe MporHocTUYeCKOoe 3HAYeH e TTpH
BKAIIPJI meet pormruieporpagms. B cinyya-

X COXpaHeHWs HOPMAJIBHON BaCKYJIspU3a-
LMY U3MEHEHHOT O JIETKOro oTMeyaeTcs OJia-
TOMPUSITHBIN MepUHATATBHLII Hucxol [4].

YenenrHocTs XUPYPTHUECKOTO JieUeHus
TocJie pooB oTMedeHa B 75% cnyuaeB. Ecim
obpazoBaHue UMeeT MPerMyIIecTBeHHO CO-
JIITHOE CTpoeHKe, TO JieueGHbIe MepOTTPHsI-
THS OrpaHueHbL. BeokmBaeT TobKO 5% 1110~
JioB ¢ BKATTPJI ¥ BOISIHKO#, ¥ KOTOPBIX Jie-
yeHHe He MpoBoauIock. [lpruMeHeHHe BHYT-
pUyTpOOHOI XUPYPIrUu MoO3BOJISeT YMEHb-
Th pasmep BKAIIPJI v TeM cambIM crio-
co0CTBOBATE MCYE3HOBEHUIO BOASHKA B Te-
yeHue 1—2 gHeit. OIHAKO 3TY MpOoLeAypy Clie-
JTyeT UCTIOTb30BATh TOJTHKO B CTIELIHATU3UPO-
BAHHBIX [[EHTpAX.

Bo muorux HabmogeHUsIX OTMedaeTcsi
perpecc BKAITPJI erie fio poJioB, TeM He Me-
Hee BO BCeX CIyvasix HeoOXoIUMO TIATeb-
Hoe HaOmoleHIe B HEOHATATLHOM TIepHOJIe
B BUIY PHCKa BOZHMKHOBEHWS MHGEKIIMOH-
HBIX OCIIOXHEHWIA M MATIMTHHU3aLMK B OCTa-
TOYHOU TKaHu. [1pu GonbIIMX paszMepax
BKAIIPJ] MoxeT oTMeqaThCd TUIOIUIAa3M A
JIETKMX, MOSTOMY HePeJIKO 5TUM JIeTAM HeoO-
XOOUMA UCKYCCTBEHHAA BEHTHWIALMA. B 511X
cydasix He peIKo BO3ZHHKAeT HeOOXOTUMOCTh
OIEPAaTHBHOTO JICUeHHSI B HEOHATATBHOM I1e-
puozne.
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NHTPAJIOBAPHAA U DKCTPAJIOBAPHAA JIETOYHASA
CEKBECTPALLUA

Onpedeaenue. JlerouHasi ceKBecTpalLus
npeJcTaBigeT coboi YacTh JIErKOro, Kotopas
Pa3BHUBAETCS BHE CBSI3H ¢ BO3AYXOHOCHBIMH
nyTsMH. OOBIYHO CEKBECTPHPOBAHHOE JIeT-
Koe HuMeeT COOCTBeHHOEe KPOBOCHAOXKeHMIe
Yyepes CoCy/l, OTXOMSIINE HeToCpeICTBEHHO
OT A0PTHI.

Yacmoma u kaaccugpurayua. JlerouHas
CEKBeCTpaLMs OTHOCHTCA K PEIKUM MOPOKaM
passuTHA. [TpubmusuTeibHO B 90% ciydaeB
JIeroYHad cekBecTpalMs ObIBaeT UHTPANo-
OapHoii M B 10% — skcTpanobdapHoid, oObIv-
HO B COUETAHWH ¢ AHadparMabHOM TPBIKEN.
[Tpu uuTpanobapHOM BapUaHTe MOPOKA Ma-
TOJIOTMYECKHIA MPOIIeCC JIOKATHUZYEeTCS B Ipe-
JleJlaxX BUCII€PATLHOM IUIeBPBI, TOTAA KaK 9K-
cTpanobapHBIli BApHAHT — 3a MpeaenaMu
BUCI€paIbHOL M1eBpsI | 1|. DkeTpanobapHast
CeKBeCTpallMs MOXET BBISIBIATLCS B 00emx
IMOJIOBUHAX I'PYAHOM 1TojtocTy. O0a TUIa cek-
BECTPALIMM MOTYT MMETh COeIMHEHHE C XKe-
JIYIOYHO-KUILIEYHBIM TpakKTOM. B 5THX City-
yagx OHH HOCAT HazBaHHe OpOHXO-
JIETOYHOKHIEeYHOH Manbhopmariuu [1]. Dk-
cTpanobapHasd JieroyHas CeKBeCTpaLus Jac-
TO COYeTAeTCS C APYTHMMH aHOMAJMSIMH,
BKTIOYAs1 OpOHXHABHYIO ATPE3UI0, AHOMATb-
HBIN JIeTOYHBIN BeHO3HbBIN BO3BpaT. YIABOE-

HHe KMILIEYHUKA, AHOMATHMHA IMO3BOHKOB, Jie-
TOYHYIO THITOIUIAZMIO W JUADPArMATBHYIO
TPLIKY |2, 3]. Haubonee yacTo meroyHas cek-
BeCTpaLys COYeTaeTcsl ¢ HEMMMYHHOI BO-
IsTHKOH ropa [4] (puc. 2.9).

OcroeHvle npuryunol uazrocmuxu. Jlerou-
Hasl ceKBecTpalLysa 0OBIYHO OBIBAET MaJeHb-
KHX pasMepoB M He BU3YATTU3HPYeTCH B BUJIE
06BeMHOI0 00pa3oBaHUA, XOTS MOTYT BCTpe-
YaTeCH CEKBECTPUPOBAHHEBIE YYACTKHU OOJTb-
X pasMepoB. OOBIYHO JIeTOYHAS CeKBeCT-
pamusg npeHaTajbHO JUATHOCTUPYETCH B
BHIIE COMMIHOTO 00paszoBaHmsA BOM3H 1rad-
parmMbl. Bo3aMoXeH Takke MHTpaabmoMu-
HaJIbHBIM BapMaHT ropoka (puc. 2.13). He-
penxko ee nmpuxomuTcs AnQdepeHLMPOBATL
OT IMeYeHH, KOTopasi MOXeT MPOHUKATH B
TPYOHYIO ITONIOCTh Ye pe3s AepeKT auadparMbl.
JlerouHas cekBecTpalMsd MOXET MPUBOLUTH
K YTONIIEHUIO TUIeBPHl (CHAalKH MeXIy
CTPYKTYPAMH cpeflocTeHUd, auadparmMel u
NapyveTAIbHON TJIEBPOIl), YTO MPHUBOAMUT K
00pazoBaHUI0 KMCTO3HBIX IMOAKAIICYITbHBIX
BKIoYeHWid [1]. LiBeToBOE HONILIEpOBCKOE
KapTHPOBAHHE OKa3bIBAeT CYLECTBEHHYIO
TOMOILb B WAeHTU(UKAIIUN CHCTEMHOTO
KpOBOCHAOXKeHHS CeKBeCTPHPOBAHHOTO JIeT-
Koro (puc. 2.14) |4, 5].

Puce. 2.13. IpononsHoe (a) 1 nornepedHoe (6) cKaHUpoBaHHE TYIOBHITA ILIONA TIPH HHTpaabloMHHATEHOM BapHaH-
Te JIErOYHOI ceKBecTpalli (CTpelIKit).
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Puc. 2.14. IlonepersHoe ckaHMpOBaHHE TYJIOBHIIA TLIIO-
Ja MpH MHTPpaabIoMHHAIIEHOM BapHAHTE JIETOYHOI ceK-
BecTpaliui. CTpelkoil 0TMerdeH apTepHaJIbHBLL cOCYII,
KOTOPBII HCXOIHT H3 A0PTHL M KPOBOCHAGKAET CEKBECT-
PHPOBAHHOE JIETKOE.

Heonamaavnas duazrnocmuxa u maxmuxa.
[Ipn peHTreHONOTHYECKOM HCCIIe0BAHUH B
TNMOCTHATATbHOM ITEPHOJIE JIeTOYHAaA CEKBeCT-
paLps orpeieNigeTcsl B BUIe COMMIHBIX, He-
cepuueckux oOpa3zoBaHUM ¢ HepOBHBIMU
KOHTYpaMK. 3aKTIOUNTEITbHBII IMATHO3 yCTa-
HaBJIMBAETCH TIPU KOMITHIOTEPHOM TOMOTpa-
IJJH}I HJIH MArHHTHO-PE30HAHCHOM HCCJIE10-
BAHWH,, KOTOPBIE MO3BOJISIOT MIeHTHUIPO-
BaTb 0COOEHHOCTH KPOBOCHAGKEHMS JIero4-
HoI1 cexkBecTpauun. [1pu oTcyTcTBIN onepa-
THUBHOTO YIAJIEHUA CEKBECTPHPOBAHHOTO JIET -
KOrO CYIIecTByeT pUCK ero MHMbHULIMPOBAHMS

¢ obpaszopaHueM abcuecca. OOBIYHO ornepa-
THUBHOE JIeUEHHME 3aKIII0YAeTCs B CETMEHT-
SKTOMMH U no0skToMIH. OTIaneHHbIX [0~
CNeICTBUI TIOCIIe OTEePAaTUBHOTO JIeue HHUs
Yalle BCEro He OTMEYAeTCs TIOCKOJIBKY albBe -
OJTEI TIPOAOIIKAIOT PA3BUBATECH 10 S-JIETHETO
BO3pacTa v JIETKHE MOCTENIEHHO KOMITEHCHUPY-
HOT TMOTePSIHHBIM O00BeM.
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DKTOIMUSA CEP/LIA

Onpedeaenue. DKTOIMMA cepalia OTHOCHUTCS
K peJKMM BPOXIEHHBIM ITOPOKAM cepaLa
(BIIC), ripu KOTOpOI cepilie YacTHIHO MU
MOJIHOCTBIO pacIoiaraeTcsl 3a IpeaeiaMi
TPYIHOM KJIETKH.

Yacmoma. DKToNMs ceplilia BCTpeyaeTcs
cyactoroii 1 cmyyait Ha 60 000 HOBOpOX IeH-
HBIX U B 2,7 paza yaiie oTMevaeTcsl y IJI00B
MYZKCKoro mosna [1].

Kaaccugpuxanua. Pazmuaior 4eTsipe oc-
HOBHBIX THIIA SKTOMHU: TPYIHYI0, Topakoab-
JIOMHHAJIBHYK, a0HOMHUHAIBHYIO W IIEHHYIO.
TopakoabIlOMUHATEHY O SKTOITHIO Yalle pac-

Puc. 3.1. I'pynnas ¢opma akronmun. Cepiie mioma

{CTpeJIKA) pacTIOJaTaeTCsl BHE €10 TPYIHOH KIeTKH.

CMATPHBAIOT KAaK BAPUAHT reHTaabl KanTpes-
J1a, KOTOpas BKJIIOYAET TSITh COUeTAHHBIX AHO-
MaIHi |2 ]: pycTanbHbIN feheKTTPYIHHBL, Cpe-
JUAHHBIA HAATYTIOUHBIH JedekT OpIoLIHOMI
CTeHKHM; AradparMayibHyIo TpbIKY; HeloCTa-
TOYHOCTb IHApparMaIbHON YaCTH TTe pUKAapAa;
BpOKJIeHHbIe MHTpaKapaualbHble JedeKTs (B
OONBIIMHCTBE CIy4aeB JieeKT MeX KenyI1ou-
KOBOM Meperopofiku).

Ocroenvie npunyunst duazrnocmuxu. Ilpe-
HaTallbHAaA YIIETPA3ZBYKOBA A JUATHOCTHKA 5K~
TOITUM Ceplilla OCHOBBIBAeTCS Ha OOHapyxke-
HUU ero 3a MpefielaMu TPYIHOM KITeTKU
(puc. 3.1, 3.2). Ilpu TopakoabnoMHHATLHOM

Puc. 3.2. I'pymas ropma sKTOIHH B 23 Hell GepeMeHHO-
cti. Cepiuie ioga (CTpelika) pacIiolaraeTcst BHE €ro
IPYITHOH KIIeTKH.
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Puc. 3.3. TopakoabmomuHaaeHas dopma skToTmH. B
OKOJIOTUIONHBIX BoJax BHIIHE cepriite (1) mxnmesHik (2)
TUIOMA.

¢hopMe SKTOITMH cep/ILia JIOTIOTHUTE THHO Bbl-
apigoTca oMbanonene, nuadparMarTbHbIA
JedeKT U OTCYTCTBHE TepuKkapaa (puc. 3.3).
B omHOM 13 HANMMX HAGTIONEHWIT SKTOIII

cepaua Gel1a o0ycIIOBIeHa CHHIPOMOM aM-
HUOTHUYECKUX TsDKei (puc. 3.4).

Pannsas npenamaasvnan duazrnocmuka. B
TTOCTIeTHWE TOABI ObIMI ONYyOMMKOBaHbI KITH-
HUYecKHe HAOMIOAEHHU, B KOTOPBIX coobLa-
JIOCH O TMPEHATATTEHOM Y/IBTPAa3BYKOBOM AHAr-
HOCTHKe 3KTornuu cepaia B 10—13 Hen Oepe-
MeHHOCTH [3—6].

Ecmecmeerinoe mevenue nopoka. Jletu ¢
3TUM MOPOKOM CE€pJla BbIKHUBAKT OY€Hb
penko. Bo Bcex oryOnmMKoBaHHBIX HAOMOIE -
HMSX ITpeHATAIEHON JHATHOCTUKW SKTOIMHH
cepiua gaxe Ipy TPOBEIeHUA XUpPYpruvec-
KOi1 KOPpeKILINN B HEOHATAIIBHOM TIEpHOJIE,
OTMeUeH JIeTAIbHBII Kcxon [7].

Tenemura. BOJIBIIMHCTBO CIy4aeB 3KTO-
IMHH ceplia criopagnyeckue. ToJIbKO He-

Puc. 3.4. bepemenHocTs 23 Hepr. CHHAPOM aMHHOTHISCKHX TsDKeil. ¥ IU0/la JHATHOCTHPOBAHEL IePeTHO-MO3TOBAS
rpeexa (a), sKrorua cepaua (0), racTponmane (B) ¥ enUHCTBeHHAS aprepiis MynoprHEL (r). Crpekoil ykazaH aMHH-
OTHYECKHH TSDK.
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CKOJIBKO OIYOIMKOBAHHBIX HAOTIOAEHUI 3K~
TOITMM CEPJILIA COUYETATUCE C TpUcoMueil 18,
TPUIUIOMIMEN U ceMeMHBIM X-CLieTUIeHHbIM
HacyiegoBaHueM |3, 8, 9.

Ilpoeros. TIporHo3 NMpy 5KTOIMUUA cepaua
HeONArONPUSTHBINA, [TO3TOMY MPH BEISBIIE-
HHH ITOpOKa 00 Iepruoaa JXU3HecriocobHocC-
TH CJIeIyeT MpeJIOKHUTh IpeprIBaHue Oepe-
MEHHOCTH.
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FMITONJACTUYECKUIA CUHAPOM JIEBbIX OTAEJOB CEPJILIA

Onpedeaerve. I'MIionnacTHIeCKNil CHHI-
poM neBeix otaenos cepaua (I'CJIC) — ato
CITEKTpP aHOMAJTHIA, XapaKTepU3YIOLLIUXCS He-
JIOPA3BUTHUEM JIEBOTO KEJTYIOUKA C aTpesneil
W BEIPAXKEHHOM THUITOILIA3KEH MUTPAJIBHO-
TO W/WIH A0PTATEHOTO KJIATTAHOB.

Yacmoma. I'CJIC ¢ M30JMpOBAHHOMN aop-
TATBHOIM W/MJTN MUTPAJIBHOM ATpe3ueli cocTaB-
msieT 7—9% ot Bcex BITC y XXUBOPOXIEHHBIX
Jieteit [1, 2]. DToT MopoK 110 YacToTe 3aHUMAa-
eT yeTBepToe Mecto B peectpe New England
Regional Infant Cardiac programu SiB/sieTcsl Hau-
Oonee YacToi MPHYMHON HeOHATATEHOM CMepT-
HOCTH OT BpoXleHHBIX nopokoB B CLLA [1].

Ocnostvie npunyunst duaznocmuru. BHop-
Me JKeJyIOUKH Cepilia TUIoa UMEeIOT OfMHA-
KoBble pasMepsl, mostomy ['CJIC moxeT OBbITH

JUATHOCTMPOBAH MPU TTOJTYIeHUH U300paske-
HUS YETHIPEXKAMEPHOIO CPe3a, TAK KAK OH Xa-
pakTepu3yercs MaJleHbKMMH pasMepaMu Jie-
BBIX OT/IEJIOB CepAlLia B CPABHEHWH ¢ OOBIYHbI-
MU WK YBeJTMYeHHBIMH MPaBEIMU OTAEIAMMA
(puic. 3.3). BaxxHoe 3HAUEHHE KMEET BU3YAIH-
3a1HA MUTPAIBHOTO H A0PTAIEHOT O KNAMAHOB
JUTA MICKJIOUEHM S MX TUTTOTIIA3HKM MM aTpe-
3um (puc. 3.6). HMcrmonb3oBaHue KopoTKooce-
BOTO Ce4yeHHsI Ha YPOBHE JYyTH A0PTHI TIO3BO-
JigeT OOHAPYXKUTE B HEM B peXXUMe IIBETOBOTO
JIOTIITNIEPOBCKOTO KAPTHPOBAHUWSA PeTpOrpai-
HbII KPOBOTOK W3 apTepHAILHOTO MPOTOKA.

Pannasn npenamaavnas ouacnocrmura. B
HECKOJIBKHMX padoTax coodIaiock O ciyJyasx
npeHataabHoM nuarHoctuku I'CJIC B Hava-
Jie BTOpPOTO TpuMecTpa OepeMeHHOCTH, HC-
TOJNB3YSL HOTIOJIHUTEJIEHO TPAHCBATMHAJIBHOE
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Puc. 3.5. bepementocTs 27 Her. | Mmorniasmsi JIeBoTo xe-
JIYIO9Ka cepiilia IUtofa. 1 — JieBelii Xenynodex, 2 — npa-
BBII1 JKeJIyI09eK.

LIBETOBOE AOIMTIEPOBCKOE KapTHpoBaHue |3].
B 5THX ciryyasgx MoMUMO BeIPaKeHHOM JIMCCO-
AAIMA pa3MepoB XKeJYA0YKOB OTMEYaeTCs
3HAYUTENIBHOE JIOMUHHUPOBAHUE MMOTOKA KPO-
BU Yepe3 TPUKYCIHUIAIBHBI KianaH, J1ubo
MOTOK KPOBH Yepe3 MUTPATbHEIN KITallaH He
peructpupyetcs (puc. 3.7). OnHako, HepeIKo
B cpokax a0 22 Hep 6epemenHocTH ['CJ/IC He
MMEeT TMITMYHEIX YIIBTPA3BYKOBBIX TIPH3HAKOB
M ITO3TOMY B OOJIBLLIMHCTBE CITy4aeB OH MOXeT
OBITE IUATHOCTHUPORAH B BoNee ro3aHue cpo-
KH1 WM Jaxe Tocsie pomos [4, 3.

Ecmecmeennoe meuenue nopoka. J1eth ¢
I'CJIC BepkMBaroT pesko [6]. B ogHoM U3 Hc-
CIIeJOBAHWI, aHAMU3HPYIOMIEM 98 clnyuaen
3TOro TOPOKA, OBIIO YCTAHOBIEHO, 4To 15%
HOBOPOKIEHHBIX YMEPJIO B MEPBBIE CYTKHU
X¥W3HH, 70% — B TiepByIO Hepemo 1 91% — B
rnepsbiii Meculr [7].

Tenemuxa. I'CJIC moxeT HAOMIONATHCS [IPH
HEKOTOPBIX XPOMOCOMHBIX AHOMATMAX, TeH-
HBIX HAPYILIEHWAX, CHHAPOMAaX MHOXeCTBeH-
HBIX TTOPOKOB Pa3BUATHS, 4 TAKXKe BO3HUKATE B
PE3YILTATE TePATOTEHHBIX BOZIEMCTRHIA B paH-
HHe CpOKH OepeMeHHOCTH (PeTHHOBAS KHCIIO-
Ta) Y NPH HEKOTOPBIX COMaTUYeCKKX 3a001e-
BaHUAX MaTepH (Iuadet, (PeHWIKETOHYPUS).
XpoMoCOMHBIE Ae(eKThl BKIIOYAIOT TPHCO-
mum 13, 18 u 21, cuaapom TepHepa, a Takxke
HEKOTOpbIe JYIUIMKALMK U genenyn. Ormca-
Ho coyeTaHue ['CJIC co ckeNeTHBIMM JANCTLTA-

62

Puc. 3.6. YeTsipexkaMepHBIi cpes cepIlia IUIofia HpH TH-
TIOTIIASHH JIEBOTO JKENMYIOYKA ¢ arpesHeil MUTPaIbHOTO
Kianana. | - QyHKIHOHHPYIOIMI TPUKYCTTHIATBHBIH
KJanaH, 2 — arpesHpoBaHHBIH MUTpAJIBLHBI KiIaraH,

Puc. 3.7. bepemennocts 16— 17 nven. TpaHcparaHalbHOE
CKaHHpOBAaHHE TUIOMA B TA30BOM TpeLIesKaHHH. OTaeT-
JIMBO BHIHBL HOPMAJIBHBIIE TIOTOK KPOBH HEpes TPHKYC-
TIHIABHEN KiaraH (1) 1 penyHpoBaHHEBIH MOTOK Kpo-
BH Yepes MUTPATBHEI KianaH (2).

3HUAMM W CHHIpOMOM Xonta — Opama [8, 9—
11]. ITpeHatansHoe obcnepoBaHKe Mpu o0HA-
pyxeru I'CJIC pomkxHO BKIIIOUATH OTpeesie-
HHe KApUOTHIA U fIeTATbHOe M3yueHH e YIIbT-
pasByKoBoil aHatoMuK. Ocoboe BHUMaHue
CIieflyeT yaenATe cOopy CeMEMHOIo aHaMHes3a
(ykazanue Ha BI1C). OOHapyxkeHue oymmKa-
LM WK JAeJIeLIHH SIBASIeTCSl OCHOBAHVEM JIJIsT
M3YIeHHS KapHOTHITA POIUATENIeH 1T MCKITIO-
YEHHUA HOCUTEJIRCTBA OITHHUM U3 CYTIPYTOB cOa-
JIAHCUPOBAHHOUN TPAaHCIIOKALIHH.

JL1st mpeHaTaIbHOTO KOHCY/IBTHPOBAHUS
11eJiecoobpasHO MPUTTIAIIATE JeTCKOTO KapAu-
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OJIOTa, B 33aJa4M KOTOPOTO BXOAWUT JACTATRHOE
obCyXKaeHHe C pOAUTENIMM HEOHATAIBHOM
TAKTUKM U MPOrHo3a. B ciiyuasx cmepTu 1io-
Ja WM HOBOPOXKICHHOTO HBOJGXOMO IpoBeE-
JEHHE MMOMTHOTIO CHHIPOMOJIOTHYECKOTO 0D-
CJIEIOBAHHSA, BKITIOUYAKOIIETO NMATONIOr0aHATO-
MHUYECKOe UCCIEIOBAHYE U PEHTTeHOT paQuIo.
Brrasnenue XpOMOCOMHBIX M TCHHBIX Ha-
pyieHuil TpedyeT mpoBeleHHI MeOIHUKO-Te-
HeTHYeCKOro KOHCYJIETUPOBAHUY CEMBH, B
X0Jle KOTOpOro HeoOXoaAUuMo UHGpOpMHpO-
BaTh poaMTesieil 0 BO3MOXHBIX (popMax Ha-
CIeAOBAHHA, ITPOTHO3€ U PHUCKE MOBTOPEHUA
MOpPOKa. DMITUPUYECKHUI PUCK TTOBTOPEHMS
I'CJIC gna cubcoB coctannsaet 1-2% |[8).
Ipu nocneayionmx 6epeMeHHOCTIX CIIEMy-
€T PEKOMEHI0BATL ITPOBEACHWEC 3XOKApIHOT-
pagHUecKoro uccaefoBaHus MI01a.

Heonamaonotii npoenos u ucxod. B ciryuadx
npeHatanbHoi nuarHocTuku I'CJIC 3naun-
TeJILHOTO YJIyUllleHUsI BbDKMBAeMOCTH HOBO-
POXIEHHBIX He oT™MevaeTcs |3]. JlekapcTBeH-
Has Teparvs B HEOHATAIBHOM MepUOJIe 10K
Ha BKJIOYATH BHYTPUBEHHOE BBeJIEHHe I1po-
CTAarMaHAWHOB IS  TpeAOTBpaIeHUs
TreMOIMHAMMWYECKIX HBMEH&M, IMMpHUBOOA-
1IWX K BBRIPAKEHHOMY MYJIETHOPraHHOMY T10-
BpexaeHu1o. [ToakmoyeHue HHOTPOITHBIX U
MOUYETOHHBIX CPeACTB TO3BOJISIET YAYUIIUTE
COCTOSTHIE TIAIIMEHTOB B MpeJIoTe palliOHHOM
repuoe M YMeHBLIUTD SBIEHUS 3aCTOMHOIN
CepHEYHOM HEOCTATOMHOCTH, KOTOpas MOXeT
pa3BUTLECS B MepBble 24 yaca XXW3HU JaXe B
CITy4asix aIeKBaTHOTO IIIYHTHPOBAHMS ApTe Py -
ANBHOTO MPOTOKA.

EnvHoil TAKTUKK BeleHUd MMallUeHTOB C
I'CJIC He cyiuiecTByeT. BOMBIIMHCTBO LIEHT-
POB, CICIIHATM3HPYIOLIHMXCS B 3TOi 00IaCTH,
TP eATIOYMTAIOT TIPOBe/IcHIe TIEPBOTO 3Tara
TpexaTarmHol miacTuku mo Norwood, Xot4
HEeKOoTOpble KIIMHHKH B KaYecTBe MeTO/IA BbI-
Gopa peKOMEHAYIOT TPAHCTUTAHTAIIMIO Cepi-
ua. [lepBoiii 3Tan onepauuu mo Norwood
MpecTaBIsgeT co0ol HamoXeHre aHACTOMO-
33 MeXIY JIerOUYHOI aprepueil U ayroii aop-
ThI JUTS OCYILeCTBIIEHU CUCTEMBI HEOOCTPYK-
TUBHOTO OTTOKAa, 00pazoBaHMe CHCTeMHO-
apTepUATBbHOTO LIYHTA [UTS KOHTPOJIS 34 Jie-

FOYHBIM KPOBOTOKOM M Pe3eKLIMIO MEXITpe/i-
CEepAHOM MeperopoaKu I rapaHTUPOBAHUA
HeOOCTPYKTHBHOTO JIETOYHOTO BEHO3HOTO
Bo3Bparta. OTKA3 OT IepBOro 3Tara orepaiin
1 MAUTHATHBHOE JieueHKre 000CHOBAHBI TOJTb-
KO y HeorepalOesibHbIX JeTe i MPU BhIpakeH-
HON AHUCQYHKIMK MPABOTO XKeJIyIOoUKa HIH
MYJIBETHOPTAHHBIX TIOBPEXIEHMSIX.

Taxmuxa éedenus u npomedsicymo4nwlil uc-
Xx00. BBIXMBaeMOCTb JIeTei T10ciie TepBoro
5Tana onepaiyu no Norwood BapsHpyeT 0T 33
10 85% |4]. [loaroToBKy iJis1 MpOBEAeHWS BTO-
poro srara ruacTiky mo Norwood HauyrHa-
FOT B BO3pacTe oT 4 10 9 MecsieB. Bropast ore-
parid 3aKIOUYAeTCsl B CO3MAHUN aHACTOMO3a
MEXKIY BepXHEeH IT0JIoi BeHOI M NerOYHbIMA
aprepusiMi. B Xone HelaBHO TIPOBeAEHHBIX
HCCIIeIOBAHMIA OBLIIO YCTAHOBIEHO, YTO JIBYX-
JIeTHAA BEDKMBAEMOCTE TTOCIIe BTOPOro 3Tara
coctanmsieT oT 40 go 75% |7—12]. JL1a cpas-
HEHHs, HA OOJIBIIIOM KOIMHMYeCcTBe HADMome-
HUI1 OBLITO TIOKA3aHO, YTO paHHA4 BELKUBAe-
MOCTB B CJTyYasx CBOEBPEMEHHO MPOBEIeHHOI
TPAHCIUTAHTALIMM cepiiia cocTaniseT 87%, a
MSITHIETHSA BEDKMBaeMocTs — 82% [13]. Oc-
HOBHA Mpo0IeMa 3aKII0YaeTcs B TOM, UTO He
Bceraa yaaercs ObICTpo nogo0paTs ceplile AId
TpaHCIUIAHTALIMK, YTO CHHIXKAET BBIKHBAE-
MocTb 110 62%. HemocTatkaMy oriepaliiu 1o
nepecanke ceplilia sSBaseTcs UTUTeTbHOE WC-
[OJIb30BAHHE MMMYHOCYIIPECCOPOB, MpHUMe-
HEHHe KOTOPBIX COMPOBOXIACTCA MHOXKECTBOM
noOoUHBIX 3¢ peKTOoB.

Tlpoenos u omoaaennvie ucxodet. Onepa-
TUBHBIN noaxo rmo Norwood ctaiu Mcroiib-
30BaTh CPABHHUTEILHO HEAABHO, IMO3TOMY
yOequTeIbHEIX JAaHHEBIX 00 OTOATIEHHEBIX OC-
JIOXKHEHUSIX M Mcxomax 3a 10 meT moka He
ornyomMKoBaHO. B OTHOM W3 MCCIeI0BaHUWIA
OBLJIO yCTAHORBJIEHO, uTo M3 11 AeTeit, BEDKUB-
X mocye orepaitiu mo Norwood, y 7 BBI-
SIBJICHA 3316 PXKKA MICUXUYECKOTO pa3BUTHS U
y 2 — uepebpanbHeii napamiy | 14]. B opy-
roM MCCIIeIOBAHUH ITPH OLIeHKe pa3BUTHS 12-
1 BbDKMBIIMX JeTeil B Bo3pacTe oT 3 o 6 et
JHATHOCTUPOBAHO 3aMEIJIEHHE HHTEIIEKTY-
ansHoro passputus |15].
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EJIMHCTBEHHbBIN XEJIY/IO4YEK CEPJILIA

Onpedeaenne. 1o gaHHBIM GONBIIMHCTBA
HCCTIETOBATENCH, eMMHCTBEHHBIN XKEMyA0ueK
cepala — 5T0 TSKENbI BPOXKIAEHHEBIN MOPOK,
MPH KOTOPOM XKeJIYIOYKH cep/ILia rnpeJicTanie-
HBI eIMHOI KaMepoil MM OOJIBIINM JOMWHH-
PYIOLIAM XeNyI0YKOM B COYETAHUH C OOITAM
ATPUOBEHTPUKYIAPHBIM COEMHEHMEM, COlEP-
KAIMM JIBA ATPHOBEHTPUKY/IAPHBIX KJIATIAHA.

Yacmoma. TouHo oTipeieIUTh YACTOTY
BCTPEeYaeMOCTH €IMHCTBEHHOTO XKeJTyI0YKa He
MPENICTABIAETCH BOSMOXHBIM B CBA3H € OTCYT-
CTBHEM elIUHOTO orpe/ie/ieHHd STororopoka [1].
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Ocnognole npunyunst ouazrocmuru. Enyn-
CTBEHHBIH XeJIyIoueK JIeTKO MHATHOCTUPYeT-
€SI TIPH MICTTONTBE30BAHMM CTAHIAPTHOTO YeThI-
pexKaMepHOTo cpesa cepaia miaona (puc. 3.8,
3.9) |2]. EnMHCTBeHHBIN Xemynouek Mopdo-
JIOTHYECKH MOXeT OBITh KaK IpaBbIM, TaK U
neBbIM. Jl11dppepeHIanmuo cneayeT MpoBo-
JIUTH 10 popMe (TIPaBBII XKeJIyaIoueK — Tpe-
YT OJIBHEINA, JIEBBII KEJYI0UYeK — 3JIMTICOMI-
HBIIT) ¥ HATHYHIO TPAOEKYIA PHOTO CTPOEHHY,
MPUCYLLETO MpaBoMY Xenyaouky. [1pu rono-
3peHHH HA HAJTHYHe eIMTHCTBEHHOT O XKeJTyI04-
Ka HeoOXOIMMO HCKTIOUHTD ATPE3HIO M CTEHO3
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ITIABHBIX ApTePUi, OLIEHUTE (DYHKIIMOHATEHOE
COCTOSIHME KeyJIouKa, a TaKXKe MOJIoXeHH e
BHYTPEHHMX OpTaHOB [T orpeneneHus (pop-
MBI m3oMepr3Ma. Y 30% raneHToB rpy eam-
HOM XeJTyJouke OOHAPYKUBAETCS JIEBBIM N30~
MepHu3M U Yy 70% — mnipaBbiid v3oMepusm [11].

Ecmecmeennoe mevenue nopoxa. Cymmap-
Hasl BBDKHMBAeMOCTH TPU BCeX TUIIAX earH-
CTBEHHOI0 JKeJTyI0UKa CepLia y raireHToB 6e3
orepaTiBHOro JieueHUs cocrapnsger 30% [3].

Tenemuxa. EqMHCTBEHHBII XKeyIOYeK He-
PEIKO COUETAETCH C XPOMOCOMHBIMU AHOM AU -
sMd (Tprucomud 18 u 21, cuHapoM TepHepa),
TeHHBIMH HApYIIEHUAMM (CHHIPOM XOJITa —
Opama), ¢ CMHIPOMOM ACTLIeHWM/TIONICILIe-
HHH, YacTo (POPMUPYETCSI IMPU HEKOTOPBIX 3a-
OoseBaHMAX MaTepH (1uabet, GpeHUIKETOHY-
PHA), a TAKKe HA (pOHEe TepaToreHHOr o Bo3eii-
CTBUSI PeTUHOBOI KUCTIOTH [4—10].

[IpeHatansHoe obcnegoBaHre pyu 0OHA-
PYXeHHH eTMHCTBEHHOI' O JKeJTY104Ka JOJIKHO
BKJTIOUATH ONpejieieHHe KAPUOTHITA U JIeTATb-
HOe M3YYeHUe YJIbTPA3BYKOBOII aHATO-
MuM moaa. Ocoboe BHUMaHKE CIeNyeT
yaoenaThk cOopy ceMeliHOTO aHaMHe3a.
bBepeMeHHBIX ¢ heHUIKeTOHYpHell cre-
JIyeT KOHCYJIBTUPOBATH B CHELMATU3UPO-
BAaHHBIX KJIMHUKAX JJISI OTIpejieSleHUs paly-
OHANMbHOI TAKTHUKH BelleHUs. B cmyuasnx
CMepPTH TUI0JIa WM HOBOPOXKIEHHOro HeoO-

BBmn
ECHO

SELECTED

XOAHUMO MpOBeAeHKE TTOAPOOHOTO MTATONOTO-
AHATOMHUYECKOIo MCCIedOBaHMS.

IIpy reHeTHUYeCKOM KOHCYILTUPOBAHUI
ceMbH cIieiyeT 00CYKIaTh TMPOrHO3 U PHCK
MOBTOPEHMSI TIOPOKa B 3aBMCHMOCTH OT BBI-
SABJIEHHBIX XPOMOCOMHBIX MJTH TEHHEBIX HAapy-
IIEHWI. DMITMPUYECKW PUCK [MOBTOPEHUA
mopoka 1t cuocoB coctaBnser 3% |5)]. [pu
nocneayroImx 6epeMeHHOCTIX ClelyeT pe-
KOMeHI0BaTh ITpoBe/IeHHe SX0oKapauorpagu-
YECKOIo UCCIIeIOBAHMA TI0/1A.

Heonama.awnotii npoenos u ucxod. Knixm-
yeckoe TeyeHHUe 3a005eBaHUA U TAKTUKA Be-
JeHUs B HeOHATAJIBHOM TepHOIE OIpeaesis-
IOTCS COCTOSIHUEM JIETOUHOIO U CHCTeMHO-
ro KpoBoToka. [lanneHToB ¢ e fIMHCTBEHHBIM
KeJTyIOYKOM CJielyeT Mofipa3aesisiTh Ha Clie-
JIVIOILME TPYITIBL: 1) ¢ HeaaeKBATHBIM JIero4-
HBIM KPOBOTOKOM; 2) ¢ HEHAPYLIEHHBIM JIe-
TOYHBEIM KPOBOTOKOM; 3) ¢ HeaJeKBATHBIM
CHUCTEMHBIM KPOBOTOKOM; 4) ¢ Xopolio cba-
JIJAHCUPOBAHHBIM JIErOYHBIM W CHCTEe MHBIM
KpoBOoTOKOM. ITpH HapyimeHHOM JIerO4HOM
KPOBOTOKE Cpa3sy [ocjie poxaeHus rnokasa-
HO BBeJIeHHWE MPOCTATNIAHAMHOB C TIOCTEay-
IOIIUM YCTAHOBIIEHMEM CHCTEMHOAPTE PH-
aneHoro wyHrta. IlpH HapylweHUM CUCTEM-
HOI'0 KPOBOTOKA ITOCIIE POXKAEHHA TAKXKe He-
0OXomMMO JTeYeHIe MPOCTATTTAHIMHAMM JIJIsI
MOJIMIEe P>KAHUS ATeKBATHOTO JIETOYHOT O KPO-
BOTOKA U IpoBeeHre OrnepaTUBHOro Jieue-

TN/ SELECTED

OTHER PRICR

Puc. 3.8. YerhipexkaMepHEIii cpes (a) 1 cpes Yepes BEXOTHOM TpakT () y IIo/ia ¢ eIHHCTBEeHHBIM JKeJTYTOIKOM cep-
mua. 1 — e MHCTBeHHBIH Xefynodek, 2 — obIHil aTpHOBEHTPUKYIISIPHEITT KiaraH, 3 — obIui BEXOIHON TpaKT.
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Puc. 3.9. YernipexkaMepHBIil cpes ceplilla ¢ €MMHCTBEHHBIM XenynoukoM. CTrpelkaMu yKazaHbl CTBOPKH ofImero
aTpHOBEHTPHKYISIPHOTO KIallaHa B pazHele a3kl (a, 6) cepiedHoro 1HKIA.

HUS B HEOHATAILHOM TepHojae, 0OBIYHO I10
meTonrke Norwood (cM. pasnen « urorac-
TUYECKHI CHHIPOM JIEBBIX OTIIEJIOB CepILia»).
V manueHToB ¢ HEHAPYIIEHHBIM JIETOYHBIM
KPOBOTOKOM M HOPMAJIBHBIM CHCTEMHBIM
KPOBOTOKOM ITOPOK MpOTeKaeT 0eCCHMITTOM-
HO JI0 Teproa MosgBIeHHA JIETOYHOM rvrnep-
TeH3uM (0T 2 A0 6 He[ KM3HH), KOTOpasi Tpe-
OyeT ornepaTHBHOTO BMENIATeILCTRA.

Takmuxa eedernns u npomexNcymounvlii ucxoo.
Hawubonee pacripocTpaHeHHOI orlepallieii
TPH eAUHCTBEHHOM 3KeTyI0UKe SIBJISIETCS OITe-
paitig PoHTeHa, MPHUHLIWI KOTOPOH 3aKJIO-
YaeTcd B pasiesieHHH JIerouHoro ¥ CHCTeMHO-
I'0 KpOBOOOpaLleHM Yepes3 AHACTOMO3 MeX1Y
BepXHEM M HUDKHEH TTOJIBIMM BEHAMA M JIero4d-
Holi aptepueii. ¥Ycnex onepanui PoHTeHa 3a-
BHCHT OT MHOTHX (paKTOPOB, HAMOOIee 3HAUM-
MBIMH M3 KOTOPBIX SABIAIOTCH JHACTOIMYECKAad
GYHKUMSA XKeJIyIoUKa, JIErOYHAd COCYIHUCTAL
Pe3UCTEHTHOCTD M (DYHKITMOHAILHOE COCTOSI-
HHeE aTPUOBEHTPUKYJIIPHBIX KJIATIAHOB.

HenasHo ObL1a NpeiiosKeHa erne oHa Me-
TOAMKA OMePATHBHOTO JIeUeHWA e IMHCTBEHHO -
IO KENMyI0uKa, OCHOBAHHASA HA pa3leNnecHHH
€IMHCTBEHHOI IMONOCTH B JIBa Xemynouka. Ha
CerOAHAIIHUM JeHb IpoBeieHO HeQoMNbIIoe
KOJIMYECTBO Orepaiii BO BceM MMpe M IoKa
el1e HeT HOCTATOUYHBIX (haKTOB, YTOOBI CYIUTh
00 3¢ QeKTUBHOCTH 3TOI OIeparlivim.

Ilpoeros u omoaaennwvre ucxodot. OTaaIeH-
HBIE MCXOMIEI TToche ornepayi PoHTeHa 3a-

BUCAT OT YeThIpEX OCHOBHBIX (hakTOpOB: (PyH-
KITMOHAIBHOE COCTOSIHME €IMHCTBEHHOTO JKe-
JIYIOUKA B OTAAIEHHOM TIepHofe, Haluuue
apuT™MHH, 06pa3oBaHHe TPOMOOB U IPUCOEIH -
HeHUe SHTepOIIaTUK. DHTEepPOIaTHY, KaK Ipa-
BUJIO, COMpOBOXAaeTcs OOIbIIOI MmoTepeit
Oenka. [TpucoemiHeHe 3TOT0 OCJIOXHEHMS
HMeeT BaKHOe IMPOrHOCTHYECKOe 3HAYeHHe,
TAK KAK OKA3BIBAET CYIIECTBEHHOE BIIMAHME HA
3a00J1eBaeMOCTh M CMEPTHOCTD.

I[loce ycreurHoro onepaTuBHOTO JIEYeHUS
TIPOTrHO3 IS 3KM3HHW OTHOCHTEITEHO OJ1arorpu-
SITHBIH, OTHAKO OOJIBLIIMHCTBO MALIMEHTOB, I1e-
PeHeCLIMX Orepalikio POHTEHA B IETCTRE, pe3-
KO OrpaHM4eHbl B (PU3HUYeCcKOi HarpysKe [8].
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JE®EKT MEXXEJTYJIOUKOBOM NEPEITOPOJIKA

Onpedeaenue. JledeKT MeXKeITyTOYKOBOMH
nieperoponxku (JIM2KI1) npencraBpasier coboit
JIe(PULINT TIEPEeroponKH, Pa3IeNsIOIIeit JKey-
Jouku. I'lo nokamsaiyy pasmdJaroT aedeKThl
BXOHOTIO OT/IeJIA IMeperopoliKM (Ha YpOBHE MUT-
PATbHOrO U TPUKYCITHIAILHOTO KJIATIAHOB), MbI-
11IeYHO# YACTH M BRIXOIHOTO OT/IeJIA ITeperopo-
KU (Cy0aopTATTEHBIN, CYOITyIEMOHAIBHEII).

[To pasmepam JIMZKI I nensitest Ha MasieHb-
Kuie (10 4 MM) ¥ Gomeiive. JIMZKTT MoryT 661TE
HM30JTMPOBAHHBIMH KT COYETATHCS € JPYTAMK
AHOMAJIMSIMM, XPOMOCOMHBIMH Jie(heKTaMH K1
HacJIeACTBEHHBIMH CHHIPOMAaMHU.

Yacmoma. B obmeii ctpyktype BITC oko-
710 20% MpUXOOUTCH Ha M30JIUPOBAHHEIN
JIM2KTIT, xoToperil siBasieTcs Hauboee yac-
TO AHArHOCTHPYeMBbIM IMOpoKoM. YactoTa
MEJIKHX, TeMOAMHAMMYECKH He3HAYNMBIX,
MbreuyHbsrx JAM2KIT ngocturaet 33 ciyuyaen
Ha 1000 xxuBopoxaeHHbIX. Okono 90% Takux
JieheKTOB CITOHTAHHO 3aKphIBalOTCa K 10 Mec
XKUW3HH M He OKa3bIBAIOT BIMSHKA HA [TPOTrHO3
JIS1 SKU3HUW U 300poBbs [ 1].

Ocrosrvte npunyunot duazrocmurxu. bonb-
mUHCTBO Menkux JIM2KIT He BEIIBIAIOTCH B
X0/le MpeHATAIbHOTO YIbTPa3BYKOBOIO MC-
CJIeIOBaHKS TUI0/1a. JIMarHo3 MOXHO IocTa-
BUThH TOJNBKO TIPH TIIATEJIbBHOM 00CIeaoBa-

HUH C UCTTONTb30BAHHEM HeCKOJIBKMX CeUeHMiA
M LIBETOBOI'O AOMITIEPOBCKOIO KAPTUPOBAHUA
|2]. boneunie nepuMeMOpaHo3HBIe JedeKThl
BU3YaJTM3HUPYIOTCS KAK AH3XOTE€HHAs 30HA B
neperopoke (prc. 3.10, 3.11). LisetoBoe morr-
TJIEPOBCKOE MCCIIEIOBAHNE OKA3BIBAET CYIIIe-
CTBEHHYIO TMOMOILb B JTU(p(epeHLIHALIMN HC-
TUHHBIX JIMXKII 1 apredakToB. 3HAUNTE B~
Has yacth JIMZKI1, B ToM unicie ¥ OOJNBIINX
pa3MepoB, BEISIBISIKOTCS TOJTBKO BITOCTHATAb-
HOM riepurone. 1o manubiM M. Rustico 1 co-
ant. [3], cpear HeaparHocTHpoBaHHBIX BITC
y 1Iofa mout 73% mpuxomutcst Ha JAM2KI 1.

T'ewemura. Yame scero JIMZKI1 OviBaet
M30JIMPOBAHHBIM, HO MOXeT COYeTaThCs ¢
XPOMOCOMHBIMH AHOMATIMAMU, TeHHBIMH Ha-
PYILIEHUSMM, CHHIPOMAMU MHOXKECTBEHHBIX
nopokoB pazsuTusi. JIMZKIT onmcan Gonee
yeM 11pu 40 XpoMOocCOMHBIX HedeKkTtax,
BKJTIOYAKONMX TpucoMuu 13, 18 1 21; monmu-
TUIOWTUIO; AYTUTMKAIIMM, Aenenuu U ap. [3].
JIMZKTT MoxeTBCTpeuaThes KAk P CUHAPO-
Max ¢ ayTOCOMHO-IIOMHMHAHTHBIM THITOM Ha-
cliegoBaHms (CHHIpoMBI Xonra—Opama 1 Be-
JioKapauohacUaIbHbL), TAK W ITPHU AyTOCOM-
HO-PEeCCUBHBIX CHHAPOMAX (CHHIPOMBI
Cwmurta—Jlemmn—Onmia v Kapnentepa) |6, 7.
JMZKII ormucan Goree yeM 11pu 90 cuHIpo-
Max MHOXeCTBEHHBIX ITOPOKOB Pa3sBHUTHAL.
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Puc. 3.10. YeTtspexkaMepHELL cpe3 cepila IUoa.
Crpenxoii yKaszaH fedeKi MedCKeTyIo9KoBsoll mepero-
POJIKIL.

Cpenrt TepaToreHHBIX (HaKTOPOB, BIUIONTHX
Ha ¢opmupoBanue JIMXKII, cregyer Bbige-
JIUTh AJIKOTOJb, JIUTHIA, (PeHUTOWH, BaNbIIPO-
€BYIO U PETHHOBYIO KMCJIOTHI, KPACHYXY, JHa-
Oet M heHUIKETOHYpHIO ¥ MaTepH [8—11].
[1penatanbHOoe obcnenoBaHue nmpu oOHAa-
pyxenun JIMZKI 1 fomkHO BKIIIOUATHL OTIpefie-
JIEHWEe KApUOTHITA U JIETATHEHOE U3YYEHHE YIIb-
TPa3BYKOBOM aHaToMWH 1Lioga. Ocoboe BHH-
MaHHe CIeAyeT YIeATh cOopy CeMeHOTo
aHaMHe3a JIUTS1 UCKIIHOUeHUST BOZMOXHOTO Ha-
crnenoBanusa BITC. O6HapyXeHKe AyTuHKa-
LIMM MK JIeJIeLUH ABIISETCS OCHOBAHWEM JIJIA
M3YYEHNA KAPUOTHITA pOIATENE IUTH UCKITIO-
YeHHA HOCHUTEJILCTBA COATAaHCHPOBAHHOM
TPAHCJIOKAIMM OMHWUM M3 cyripyroB. [1pu re-
HETHYECKOM KOHCYJIETUPOBAHUM CEMEBU Clie-
JIyeT 00CYKIATh IMPOrHO3 U PHCK IMOBTOPEHUA
IOPOKa IMpU OOHAPYKEHUH XPOMOCOMHBIX MUITA
TeHHBIX HAPYIIEHMI MM BO3MOXHEIA PHCK
TOBTOPEHUS ITPU M30JMPOBAHHOM dopme
JAMZKI1. OMIMpHUecKHil pUCK TTOBTOpPeHM
nopoka st cubcoB coctannser 3% [12]. Puck
dopmtpoBanus JIMZKIT y nopa Bo3pacTaet
110 9,5% nipy Hamaumn JIM2KT1 y marepu [ 13].
[Tpy nocrenyronx GepeMeHHOCTAX CleyeT
PEKOMEHI0OBATH MMPOBEIEHHE 3XOKapauorpa-
(hUUeCKOro UcCiieIoBaHMs TUI0MA.

Ilpenamasvras maxmuxa. BelsiriieHYe U30-
JympoBaHHoro JAMZKI T B npeHaTaAIEBHOM ITepU-
oJie He TpebyeT U3MeHeHUS TAKTUKH BeIeHUs

Puc. 3.11. YeTrpexkaMepHBIil cpes cepilla IIo/a.
Crperkoil ykasaH gedeKT MeNCKeIyIo9IKoBOoil mepero-
poIKH.

OepeMeHHOCTH M pooB. B mo3mHue cpoku Oe-
PEMEHHOCTH CJICAYET INpOBOIUTE JMHAMMYEC-
KYIO OLIeHKY cocTtostHU 1ioza. [pu rojiospe-
HuM Ha JMZKII poautenaMm HeoObXoguMo
TPEIOCTABUTHITONHYIO MH(POPMALIHIO O TIPOTHO-
3e JUTsI JKMA3HU M 3M0poBbsi Oymyllero pebeHka 1
3apaHee W3BeCTHTh TearaTpa s o0ecTieyeHMs
AIeKBaTHOrO HAOMIONEHMS 32 HOBOPOXK ICHHBIM.

Heonamaaorotii npoeros u ucxod. Jlaxke nipu
Gonbimix JIMZKT T 3ab6oneBaHie MHOTIA MOXKET
MpoTeKarh 6ecCUMITTOMHO 110 2—8 Hell, KimHu-
YecKHe MpOoSBRIEHU HAYMHAKOTCS TP TTOBBI-
LIEHWH JIETOYHOM Pe3UCTEHTHOCTH CO 3HAYM-
TEJILHLIM JIEBOTIPABBIM LIYHTOM. bonbiime
JAMZKIT MoryT npuBOIMTL K 3aCTOMHOIM cep-
JIEYHOI HEAOCTATOYHOCTH W TpeGoBaTh Ha3HA-
YeHUs JIMTOKCHHA W uypeTHKoB. ITnacTka
MEXCKETYIOYKOBOM TeperopoakKy MpoBOIATCS
TOJBKO IO TIOKA3AHUSIM B MJIaIeHYeCKOM BO3-
pacre. bomsimHeTro JIMZKI 1 crioHTaHHO 3aK-
PBIBAKOTCSI, YTO 3aBUCHT OT pasMepoB JiedeKTa,
€ro JIOKATU3aLMK M BO3PACTa IMALMEeHTa, B KO-
TopoM auarHoctuponad JIMZKII. B 50% cy-
yaeB MeJIKKe Ae(eKThI CTIOHTAHHO 3aKPhIBAIOT-
¢ B Bo3pacTe /10 5 neT, a U3 ocrapmxcs 80%
HCYEe3aloT B MOAPOCTKOBOM Bo3pacTe [4].

Ipocros u omodasennsie ucxodwt. Y 0ONBIITNH-
CTBA MAIMeHTOB ¢ HeocnoxkHeHHbIM JIM2KI1
OTMEYAETCH XOPOILMIA IPOrHO3 I KU3HU U
3nopoBed. [Ipy OMarorpugITHOM TedeHHH 3a00-
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JIeBAHMA CYLIECTBEHHBIX O paHUYeHUWH (hu3H-
YeCKHX HATPy30K He Tpebyercd [14].
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IPE/JICEP/IHO-XEJIYJIOYKOBbIN KAHAJI

Onpedeaenue. 1peacepaHO-KeNyI0YKO-
BbIH KaHAJl — 5TO [MOPOK cepiala, rpeacTaB-
Jouit coboit JiedeKThl TTIepBUUHON MeX-
MpeacepaHOi U BXOOHOTO OTIENA MeX Key-
JIOUYKOBOM meperopomok. OOBIYHO B MATOJNO-
THYeCKHUH IMpoliecC BOBIEKAOTCH U CeNTallb-
Hble CTBOPKH TPUKYCITHJIATBHOTO M MUTPAJTb-
Horo kinanaHoB. CTeTieHb BEIPaXeHHOCTH
TIOPOKa BapbHUpYeT OT TIOJIHOTO OTCYTCTBHS
MEXITpeACEPAHOM IMeperopoaKy U BXOIHOIO
OTJIeS1a MEXCKENTYIOMKOBON Meperopojiku 10
HeOombIIHX 1eheKTOB TOJIBKO OJHOM U3 UH-
TpaKapAHAIbHEIX TTeperopojioK.

Yacmoma. Yactora npeacepaHo-xeny-
JIOUKOBOTO KaHaa coctapsier 0,15—0,44 Ha
1000 HoBOpOXaeHHBIX [1] 1 4—3% oOT Bcex
JuarHocTupoBaHHBIX BIIC [2].

Ocnognvte npunyunot ouaznocmuru. I1pe-
HaTATbHAsA BXoKapauorpaduieckas IHartHo-
CTUKA 0OILero rpejicepaHO-XKelyI0YKOBOro
KaHana 0OBIMHO He BBI3BIBAET TPYTHOCTEM 1
OCHOBBIBAETCSI HAa M3YYeHHH YeThIpeXKaMep-
HOTO cpes3a cepaua ruioga JU oOHapyKeH A
JedeKTa HIDKHel YacTH MeXITpeacepaHoi 1
BEpPXHEH YACTH MEeXCKeNyTOYKOBOI ITepero-
pomok (puc. 3.12). OcHOBHOI1 KpHTepHii 3TO-
ro rMopoKa — YeTKas BU3yalu3alus eJMHOro
aTPUOBEHTPHKYIIAPHOTO KaHaa. 1o qaHHbM
Pa3MUYHBIX HICCieloBaTenieil, obs3aTenbHas
OlIEHKA YeThIpeXKaMepPHOTO cpe3a cepiia
TIpY CKPMHWUHTOBOM 00CHeoBAHMH TLI0AA
[03BOJIAET MPeHATAIBHO TUATHOCTHPOBATE
[OpeacepaHO-KeIyI0UKOBEI KaHal B 50—
100% cnyaaen [3—7]. B xone uccnenoBaHus
HeoOXOIUMO OLIEHHBATh CTeTleHb BhIPaKeH-
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HOCTH JieheKTOB MHTpAKApIMAJIEHEIX Tepe-
TOPOJIOK, pa3Mephl XKeJIyIOYKOB M HeIocTa-
TOYHOCTh 00111€T0 ATPHOBEHTPHKYJISIPHOTO
KJIATIAHA.

Pannas npenamaivran duaznocmura. B
OTHEJIBHBIX CITy4asX MpeacepaHO-Keaynod-
KOBBIIT KaHan yaeTcs MpeHaTaaTbHO AUar-
HOCTHPOBATh B KOHIIE TIepBOTO, Hayasie BTO-
poro TpumecTpa GepemeHHOCTH [8]. B nm-
arHocTHke BITC B 5TH CpOKH mpearnoure-
HUE cleyeT OTIaBaTh TPAHCBATHHAILHOI
sxorpadru ¢ BETOBBIM AOTITLIEPOBCKHAM
KapTUpPOBaHHUEM.

EC!’HECHTGQHHOE mesHenue nopoKda. EcTte-
CTBEHHOE TCUYEHIE TIpeacepiHO-KEJIyJOUKO-
BOTO KaHasla 3aBHCHT OT pa3MepoB edekToB
NpeJcepaHOro M Ke1y104KOBOIO KOMITOHEH-
ToB. Hanbosnee HeGnaronpuaTHEIMHA MPOTHO-
CTUYECKMMH TPU3HAKAaMHU B TIpeHATATBHOM
rnepruoae ABMAOTCH HEJOCTATOUYHOCTE 06]_]_[8—
ro ATPUOBEHTPUKYIAPHOTO KJIANAHA M HEMM-
MYHHas BOASHKA roaa (puc. 3.13). Haiu
UCCIeIOBAaHM MOKA3AJIM, YTO BO BCeX 110100~
HBIX CITyJasx HACTYMAeT CMepTh B TepHHa-
TansHOM TepHroge | 10].

IMatmeHTE! ¢ U30JMPOBAHHBIM JIE(EKTOM
MEXIIpeJICepAHOM TTePeropoJIKu MOTYT HOp-
MAJIBHO pa3s’BUBATBCSI MHOTHE ITOAbL 1O TOro
MOMEHTA, KOT/Ia TIOSIBIITIOTCS TIPHU3HAKH Tie-
PerpysKu rpasblX OTIEJIOB Cep/La, Belpaxa-

Puic. 3.12. YerhipexkaMepHBIii cpes ceplilia Iioma ¢ 00-
IIHM IpeIcepIHO-KeYIOUKOBEIM KaHaloM. CTpekoii
yEKasaH JedeKT MeICKeYIOYKOBOMH TIeperopoIkH.
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FOLHECS BCUMITTOMAX 3aCTOMHOM CepIeYHO
HeJI0CTATOYHOCTH, AaPUTMHUH U JIETOUHOMN TH-
nepreH3uu. [Ipy oTCYTCTBHM JleueHUs TI0JI-
HOI1 (popMBI IpeacepaHO-XenyA0UYKOBOTro
KaHala B TeHEeHHE TIePBOT 0 roja >KM3HH CMep-
THOCTb MOXeT Jocturate 50% [9]. Tpu He-
JIEeYeHHOM IOPOKe 0CODEHHOCTIIMU KJIMHM-
YeCKOI KApTHHBI ABISIETCS SIPKO BBEIpAKEH-
HBIA TIHAHO3, TIOABISMIONIHIICH B Pe3YyIIbBTATEe
MpaBOJIEBOTO LIYHTA.

Tenemuxa. TlpencepnHo-Xemny10UKOBEIi
KaHaJl OYeHb YaCTO COYETAETCS C Pa3IMUHbI-
MM XPOMOCOMHBIMM aHOMAJMAMM (TPHCO-
MHWH, OYTUTHKALWH, AeJeHH, TTONUITIOM-
JAs). Hanbomnee YacTeIMU U3 KOTOPBIX SIBIIA -
ro1cst cuHapom JdayHa u genenws 8p [11, 12].
CornacHo pe3ynbsTaTaM HeKOTOPBIX MCCIIeio-
BaTeJeil, Ha TPUCOMMIO 2| MpUXOIUTCS JI0
60% Bcex XpOMOCOMHBIX AetheKToB, 0OHapy-
SKUBAEMBIX TTPH MPece PIHO-XKETyA0UKOBOM
kaHaine [13]. Kpome xpoMocoMHBIX abeppa-
LA, ITPU 5TOM MOPOKe CepALla ONUCAHBI He-
KOTOpBIe HACJIe/ICTBEHHBIE CHHIPOMBI (XO0J1-
Ta—Opama, Dirmica—Ban-Kpepenpiaa, CMu-
Ta—Jlemmi—OnuMIa) U pa3mUUHbIE CITOPaTH-
yeckKmue HapyuieHUs (acnienms/
nomcruienusd, CHARGE) [14—17]. Tlpen-
CEPAHO-XKENYI0YKOBBIA KaHasl ObL1 0OHapy-
XeH y 68% miaiueHTOoB ¢ JeBeIM U Y 93% — ¢
npaBbIM HM3oMepr3MoM [ 18]. Cpemu Tepato-
reHHBIX (haKTOPOB, MPHBOASAILMX K AeheKTaM

Puc. 3.13. YernpexkaMepHEIil cpes cepriia mpH obmeM
TIPEACEPITHO-AETYTOTKOBOM KAHAIE ¥ TUIOMNA C TIePHKApP -
JTHAJBHBIM BBITOTOM (CTPEJIKM).
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SHAOKAPAHATBHOM MOJAYILIKH, CIENYeT OTMe-
TUTH AJTKOTOJTb U inabeT [19, 20].

[IpenatansHoe obcnemoBaHe rpy 0OHA-
PYXKeHUM MpeacepaHO-XKeTyTI0uKOBOTO Ka-
HaJIA JIOJDKHO BKITIOYATH OMpejiesieH e Kapy-
OTUIIA U AETAIBHOE M3yUeHHe YIBTPa3ByKO-
BOM aHATOMMHU [U10Aa. 119 CHHApOMAIBHOM
JIMATHOCTHUKH BaXKHOE 3HAUYeHMe MMeeT U3y-
yeHHe 0CODeHHOCTel CKeleTHO-MBIIIeYHOI
cucTeMbl (0cOOeHHO JIyYeBBIX KOCTe U Ipy/i-
HOI KJIeTKH), HAPYXKHBIX TOJIOBBIX OPraHOR
M pocTa tuiona. CreayeT yaenuTh BHUMaHKe
cbopy cemeiTHOTO aHAMHE3A TSI UCKITIOUeHHSI
BO3MOXHOT0 HacneaosaHug BITC. OOHapyxe-
HIe HeCOaTaHCUPOBAHHBIX TPAHCIIOKALIMIA Y
IUTI0/1A SIBJISIETCS] OCHOBAHUEM TS M3YUEHUS
KapuoTuna poaureneii. B cinydasx rubenu
TUIOAA WM HOBOPOXKIEHHOTO MOKA3aHO Mpo-
BeJleHHe TTOJTHOTO TTATONIOr0AHATOMUYECKOTO
viccHeloBaHMsA VT MOATBEPXKIEHUA WIW HC-
KTIOUeHUST CHHAPOMATBHOM TIATOJIOTHH.

[Tpu reHeTHYeCKOM KOHCYIBTHPOBAHUHI
CEMbH Clie/lyeT 0OCYKIATh MPOrHO3 U PUCK
MOBTOPEHMU MOpoKa Mpu oOHApYKeHUH
XPOMOCOMHBIX HAPYIIIEHUI WIW CUHApOMA
M BO3MOXHBII PUCK TIOBTOPEHMS TIPH H30-
JMpoBaHHON dopMe TTOpPOKAa cepaia. DM-
MUPHUYECKH I pUCK MTOBTOPEHHS ITOPOKa JUTA
CUOCOB MpU U30JIMPOBAHHOM TTpeJcepaHO-
XKeJTyJIOUKOBOM KaHajle HU3KWiIT M COCTaB-
nsteT okono 2% [21]. Ilpyn HamIumu mopokKa
Yy MaTepu pPUMCK 3HAYMTEJIbHO BO3pacTaeT
(14%). B HEKOTOPBIX CEMBbSIX OITMCAH ayTO-
COMHO-IOMUHAHTHBI THIT HAC/IeIOBAHWSI
nopoka |22]. I[1pu nocneaymommx GepeMeH-
HOCTSX ClieflyeT peKOMeHI0BaTh TpoBee-
HUe SXOKapaAuorpadgpuyeckoro ucciegoBa-
HUA T10/1A.

Heonamaaorotii npoeros u makmuxa éede-
Hua. Y HOBOPOXKIEHHBIX ¢ HETOJHOM (op-
MO TIpeJicepAHO-KeNyI0YKOBOro KaHala
3aboneBaHue, KAk MPABUITO, TIPOSIBIISIETCS 10
2—8 uen xxu3HU. TakTUKA B HEeOHATATILHOM
nepHojie MOXeT OBITh BBIKHAATEIBHOM 10
MOSABJIEHUS TIPHU3HAKOB 3aCTOMHOM cepliey-
HOI1 HEeAOCTATOUYHOCTH, KOTJa CTAHOBUTCS
He0OXOMMMBIM Ha3HAUeHWE TUTOKCHHA U
JINYPETUKOB.

B HeKOTOpBIX chyuasgax gaxe MpH OTCyT-
CTBHM KJIMHUYECKHUX TIMPOABIEHHUI MOPOKA
JieTeil OrepupyIoT B Bo3pacTe A0 6 MecsieB
JUISI IpeIOTBPAILeHHS JIeTOYHO-COCYIMCTBIX
3aboneBanmii. [InacTka aTproOBEeHTPHUKY-
JIIpHOIO KiarnaHa nposogured y 7—10% na-
[IUEHTOB MPH HEOCHOXHEHHOM TeUeHWUH
npeacepaHO-XeayI0uKoBoro KaHana. Cmep-
THOCTb BO BpeMs OTepaniy BapbupyeT oT 3
Jio 10% [23—26]. HecMoTpsi Ha BO3MOXHOCTb
MOJIHOM KOpPeKLMH MOpOKa BO BpeMd Ore-
panum, BIOCHEACTBUY MOYTH BCErIa coxpa-
HfIeTCS HEJIOCTATOYHOCTE KianaHoB. [lpu
BBEIPAXKEHHON KIANMAHHOW HEeIOCTATOYHOCTH
B HEKOTOPHBIX CIYYadx TPUXOIUTCA MPOBO-
JIUTH TIOBTOPHYIO OIEPALIMIO €1ll¢ B paHHEM
JeTCKOM Bo3pacTe. B otnaneHHOM mepuoje
(cBoitie 10 y1eT) y GONBIIMHCTBA OTTepUpPOBaH-
HBIX OOJIBHBIX CUMITTOMBI 3a00JIEBAHUS OT-
CYTCTBYIOT M KAUeCTBO XM3HH He CTpanaeT.
JlecaTumeTHsIs BEKMBaeMOCTE ¢ Onarompu-
SITHBIM MCXOIOM OTMeueHa Oonee ueM B 80%

cryyaes [26].
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CEPJIIE

AHOMAJIU A DBINTEMHA

Onpedeaernue. AHOMATVS DOIITEHA — 3TO
BPOXAeHHBII TTOPOK CepALIA, XaApaKTepUsyo-
1IHICS aHOMAJIBHBIM Pa3BUTHEM M pacrioio-
KEHUEM CTBOPOK TPHUKYCITHIATBHOIO KJara-
Ha. [1py aHoMaMKu DOLITelHA CernTaabHbIii
M 33THUI TTapyca TPeXCTBOPUYATOrO KiaraHa
Pa3BHUBAIOTCSI HETIOCPECTBEHHO M3 SHI0KAP-
Jla TIpaBoro XeJyJaouka cepaua, uro npuBo-
JIAT K CMELIEHHIO AHOMAJIBHOTO KJaraHa
BIIIyOb MPABOTO KeMyqouKa W pa3fesieHHio
JKeJTy/IouKa Ha JIBa OT/IeNa: AMCTATBHBIH (oI~
KJIATTAHHBIIT) — AKTUBHBLA W TTPOKCHUMATBHBII
(HaKarmaHHBIA WIH aTPUATH30BAHHBIIT) —
MacCUBHBIN. HagknarnaHHeli OTHeN, COeN-
HSISICH C TIPaBBIM TIpeacepareM, GopMUpyeT
enrHoe (PyHKIIMOHAIbHOE 00pa3oBaHMe.

Yacmoma. AHoOMaA DOLITEIHA COCTAB-
nstet 0,5% ot Beex BIIC [1].

Ocroervie npunirvl OuazHoCIuKH. AHOMA-
Jdg B01TeiHa MoxKeT OBITh JIeTKO JMAarHoC-
TUPOBAHA B OOJILLIMHCTRE CJTyYaeB Mpu 13yue-
HHHU CTAHAAPTHOTO YeThIpeXKaMepHOTO cpe3a
cepaua rinojga, IMmoCKOJBKY ITOUTH BCeTa OHA
corpoBoxaaerca Kapauomeramieid. Ipena-
TAJIbHAYA IUATHOCTHKA aHOMAaIMH D0ITeiHa
OCHOBBIBAETCS HA OOHAPYKeHWH 3HAUYNUTEITHHO
YBENMMIeHHBIX TIPABLIX OT/IENIOB CEpAlla 3a CUeT
npasoro npexacepaud (puc. 3.14). Ilpaselit
KeJTYI0UEK COCTOMT M3 [IBYX YacTel: COOCTREH-
HO XeJIyIouKa U aTpUAIN30BAHHOTO TIpO-
CTPAHCTBa, 3Xorpa(ruecKy OTpeessoIero-
C$1 KaK COCTaBHAs YacTh TIPABOTO TTpeficepayisl.
KimouyeBb5IM MOMEHTOM B ITPABUIEHOM AUATHO-
CTUKE aHOMATMK DOLITEHHA ABIACTCH BU3Ya-
JIM3aLMsA CMEIIeHHOTO TPUKYCTIMAATBHOTO
KJanaHa Ha (JoHe MAIATHPOBAHHOTO MTPaBOro
Tpefcepans M HOpMAaJIBHOTO MUOKAPIA TTPABO-
ro Xenyaouka [2—4]. BaxHoe rporHocTHyec-
KOe 3HaYeHH1e TPHU AHOMATHK D0IITeiiHa MMe-
eT obHapyXeHe TPUKYCTIUAATLHOI perypru-
TALMK TIPH JOTTUIEPAXOKapaHoT pahyuecKoOM
MCCIIeIOBAHUM TUIona [5].

Pannas npenamaonasn duaenocmuxa. B ot-
IeJIBHBIX pafoTax coolIAIoch O MpeHaTaAlb-

HOM YIBTPa3BYKOBOI AUATHOCTHKE aHOMA-
Jmun DoiTeiiHa B 18—19 Hen GepemMeHHOCTH
[6]. CnemyeT oTMETHTB, UTO 3x0rpachmyieckas
KapTHHA AHOMATHK DOLITeHA B 5TH CPOKH
CXO03Ka ¢ aHOMaIMe Y, mo3ToMy OCHOBHOE
BHUMaHWe py gudpepeHIIaTsHON THATHO-
CTHKe JOJDKHO OBITh COCPEeNOTOYeHO HA BU-
3yaM3aiiy TPUKYCIUIAIBHOro Knanasa. B
HaILIMX UCCIe0OBAHMAX Haubosee paHHAd
OUATHOCTHKA aHOMAaIHH DOITeitHa ObBLIA
ocyuiecTBieHa B 18Hen (puc. 3.15).

Ecmecmeennoe mewenue nopoxa. I1pornos
IUTA SKM3HH TIPY AHOMATTAM DOI1ITeHA 00BIU-
HO ONarompuMATHBINA B TeX CIyJyasx, KOrja B
TeyeHHe IepBOro rofia XM3H! JeTH BEDKIBA-
10T 0e3 oriepaTHBHOrO JieyeHus. OrpaHdye-
HHA, CYILECTBYIOLIHE Y TAKUX MALMEHTOB,
KACAIOTCS TOJIBKO 3HAYMTENBHBIX (pr3Huuec-
KHX Harpy3ok. [1pu HapacTaHuu LMaHO3a,
HeIOCTATOYHOCTH IMPABBIX OTIEOB CepaLa |
apUTMKUK TpeOyeTcs NOMOJHUTENBHOE Jieve-
Hue.

Tenemurxa. Anomamiga H0miTeiina He ya-
CTO COYETAETCH C XPOMOCOMHBIMM abeppaliyi-
SIMM U ¢ CHHAPOMAMH MHOXKeCTBEHHBIX I10-
poKoB pazBuTus | 7—9]. BkcTpakapnuaibHbIe
AHOMAJIMM TIPH 5TOM TIOPOKE OTMEUAIOTCS B

Puc. 3.14. bepemenHoctn 32 Hel. AHOMaIHsA DGITTEi-
Ha. | — mpasoe Mpencepiie U aTPHAIH3IOBAHHAS 9aCTh
MpaBoOro KeJVIoUKa, 2 — cobCTBEHHO MpaBeiii JKenyio-
4eK, 3 — JIEBBIH JKeJTyIo9eK.
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Puc. 3.15. bepemennocts 18 e, YeTnipexkaMepHbIii
cpes ceprila IJIo/ia NpH aHOMaIMH DomreiiHa. OTaer-
JIMBO BHIHO CMEITIEHHE CeNTABHOIT CTBOPKH TPHKYC-
ITHAAJBHOTO KianaHa Briry0b MpaBoro xeyiodka

(cTpenka).

25% cnyuaes |[12]. B HekoTophiX paboTax oT-
MEYEHA CBA3b MEXIy aHOMaIMeid DOiTeiHa
M WHTOKCHKaLKen mutreM. TToTeHIaTbHbIH
PHCK IMpH 3TOM oLleHMBaercst B 1—-5% [10, 11].
IlpenatanbHoe 00cenoBaHIEe TTPH AHOMAINH
DOITelHA JOJDKHO BKIIOUATH IeTATEHOE H3Y-
YeHHe YITBTPa3BYKOBOH aHaTOMIHITTONA. Oco-
0oe BHUMaHWe CJlelyeT YIeNATh CTPYKTYpam
JIMLA, TIOYeK U OPraHOB JKeJIyIOYHO-KHILIeY-
HOTO TpakTa. ZKesaTeNnbHO MpoBeieHIe TIpeHAa-
TabHOTO KapuotruimupoBanus. [1pu cbope ce-
MeHHOro aHaMHesa O0JBLLIoe 3HAYEHWE NMe-
o1 BITC ¥ aputMHUKi. SMIMPHYECKHIA PHCK
TIOBTOPEHMUS TIOPOKA T CUOCOB TTPH W30~
POBaHHOI aHOMAMMK DOMITeiHA COCTABIAET
okoyto 1% |13]. Ipu rocnexyiommx GepeMeH-
HOCTX CllelyeT peKOMeH10BaTh ITpoBe/ieH e
3XOKapAnorpaUiIecKoro UccieloBaHUs
ioaa, oco0eHHO B TeX CIIyJasx, Koraa Impu-
YMHA MOPOKa OCTAJIACh HEYCTAHOBIIEHHOM.

Heonamaavnotit npoernos u maxmura eede-
rua. cxol B HEOHATANTEHOM IIEPHOIE BO
MHOT'OM 3ABHCHT OT CTeIIeHH BEIPAXXeHHOC-
TH U3MEeHEeHH TPUKYCITMIAIBHOIO KJanaHa.
V zieteil ¢ BeIpaXkeHHOIN HEMOCTATOYHOCTHIO
TPUKYCITHIAIBHOTO KJIATTAHA OTMEYAECTCS BEI-
COKMUIT MPOLIEHT NeTANIBHBIX NcXofioB. K-
HHUYECKHU HEAOCTATOUHOCTE TPHKYCITHAATb-
HOTO KJ1anaHa rpogBigeTcs YCWIeHHeM 11~
aHo3a, al[iI03a U IIPU3HAKOB CeplieYHol He-

JOCTATOYHOCTH. Bblpa}KeHHaF[ TPHUKYCITH -
JaJlbHA HEJOCTATOYHOCTE IMPHMBOIKWT K
(DYHKLIMOHATBHOM aTpe3WH JIETOYHOM apTe-
pMH, 4TO HHOrAA TpedyeT HA3HAYEHW ITPO-
CTAIJIAHAWHOB LTS MOJIE PXKaHH S aIeKBATHO-
TO JIETOUHOro KpoBoOOpallleHH .

Taxmuxa eedenua u npomedsicymounwlii uc-
xo0d. OOBIMHO OIepaTUBHOE JIeUeHHe MoKas3a-
HO ¥ [AlHEHTOB ¢ BBIPAXKEHHBIMUA CHUMIITO-
MaM#u 3a0o0JieBaHus, TIPEMsITCTBYKOIIUMNA
HOpMaJbHOM XU3HU pebeHka. Onepanmg
BKJTIOYAeT 3aKpbITHE CEITalbHOro aedekra,
TUIACTUKY TPUKYCITMIAILHOTO KJTAMaHA U €0
nepeMellleHrWe B TUMIMUYHOe MecTo. ['ocrm-
TalbHAsg CMePTHOCTH cocTarmsieT 6,3% [12].
ITocne orepauyy GOJIBIIMHCTBO IMALIMEHTOB
craHoBATcA UHBAIMAAMH | vu 11 rpyroier,
cornacHo Knacchdukaipn Hero-Mopkckoii
accolMalvy KapAuoJIoroB.

Ipoenoz u omoarennvie ucxoowt. I1poruos
TIpY aHOMAIMK DOIITeiHA B OCHOBHOM 3aBH-
CUT OT BBIPAXKeHHOCTH AHATOMMYECKHX M3Me-
HeHil. HebnmarompugTHele oTHATTEHHEIC TIC-
XOMbl, KAK IMPaBUJIO, CBA3AHbI ¢ APHTMUAMM
M TeMOIHHAMWYeCKUMH HAPYILIEHHSIMH.
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TETPAIA PAJLJIO

Onpedeaenue. Terpana Pamno — 310 CIOK-
HBII TIOPOK, BKJTHOYAOIIINI HECKOIBKO Cep-
JeYHbIX AHOMAIMI: AepeKT MeX KeTyIouKo-
BOI1 Teperopoiiku, AeKCTParosULIMIO a0pThl,
OOCTPYKIIMIO BEIXOAHOTO OTJIe A JIETOYHOM ap-
TEPHUH U TUTIEPTPOQHUIO ITPABOTO KEIYI0UKA.

Yacmoma. B oOmeii ctpyktype BIIC y
SKUBOPOXIeHHBIX TeTpata Panio cocTanis-
et or4 no 11% [1]. OHa sBngercd Haubonee
yactoii ¢popmoii BI1C y HOBOpOXAeHHBIX C
IIHAHO30M.

Ocnoenoie npuriunst duaznocmuru. Jlyuar-
HOCTHPOBATh TeTpaty Panno mpu U3y4eHH!
YyeThIpeXKaMepHOTO cpesa cepjlla Iiaoaa
OvYeHb TpyIHO. [1pH HCIIONB30BAHNM CPe30B
yepes BBIXOAHBIE OTHENbl IIaBHBIX apTepuid
MOKHO OOHAPYKUTE TUITHUHBII Cy0aopTaib-
Hbri JIMXKIIT 1 e KCTpOmo3UIIMKD a0pTH
(puc. 3.16). BaxXHbIM IOTTOTHUTETEHBIM KPH-
TepreM TeTpaibl Pasio aBiIgeTcs paciumpe-
HHe U cMellleHWe KOpHs aopThl (puc. 3.17)
|2]. g npoBeaenus guddepeHITUATEHON
JIMATHOCTHUKHW MeXay TeTpanoii damno 1 06-
LIMM apTepHaIbHBIM CTBOJIOM CIeyeT UC-
NOJIb30BaTh KOPOTKOOCEBOE CeYeHUE Ha
YPOBHE OCHOBaHWs Ccepliia.

Ecmecmeennoe mexwenue nopoxa. Tetpana
Panno — 570 MOPOK CHHEro THIIA, TO eCTh Y
HOBOPOXIEHHBIX ONpeHedeTcs BblpaXeH-

HBIH 1IHAHO3 B BO3pacTe oT 6 Hem Ko 6 Mecs-
LIeB XHU3HH [3].

Ilpenamaasnas maxmuxa. Terpaga Pan-
JIO OTHOCHUTCS K TPYAHO AUATHOCTHPYEMbIM
BITC, xoTopele 4acTo IMPOMYCKAKOTCS TTPH
CKPUHUHTOBOM YJIBTPA3BYKOBOM HCCJIEIOBA-
HWH, MMPOBEAEHHOM B CpOKax 10 22 HeJl Oepe-
MeHHOCTH. B OomblIMHCTBe CllydaeB 3TOT MO~
POK cepilla IMATHOCTUPYETCS B TPETheM TPH-
MecTpe OepeMeHHOCTH WU [1OCTIe POXIACHUS
[4]. B nuTeparype onucaHbl IBa Cyvas BbIAB-
JIeHHS B paHHHE CpOKU GepeMeHHOCTH Mpo-
TPECCHUPYIOIIETO CTEHO3a JIETOYHOM apTepHH,
KOTOpHBII B OoMiee TI03HNE CPOKH OKa3alcs
KoMIToHeHTOM TeTpaisl Pamno [5]. Terpaza
Dajno He TpedyeT crielMpUUecKO TAKTUKHA
BefeHus. [Ipy BBISIBIEHMM 3TOIT MATONOTHI
HeoOXONMMO KOMITIEKCHOe obCrenoBaHme 1
IpeHaTaJbHOe KOHCYJIETUPOBaHMe.

Tenemuxa. l1pnomisurensHo y 30% xu-
BOPOXKIEHHBIX ¢ TeTpagoil Pamto oOHapy-
JKUBAKOTCH COUETAHHBIe 3KCTpaKapauaib-
HbIe aHOMAIWK. B HacTosLIee BpeMsl oImHca-
HO Oonee 30 cHMHIPOMOB MHOXECTBEHHBIX
MMOPOKOB Pa3BUTHS, B CTPYKTYPY KOTOPBIX
pxonut TeTpana @amno [6, 7]. Hepeako 3ToT
TOPOK COMETAETCH C XPOMOCOMHBIMM AHOMA-
JIMAMM M TeHHBIMM HapylleHUAMH. Cpeau
XPOMOCOMHBIX AHOMAJTHIA CITeTyeT BIAETNTh
Tpucomuu 13, 18 1 21, nynaukaiuu v gese-
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Pue. 3.16. Terpana Panno. OTderIMBO BHIHE cyGaop-
taysHbii JIMZKIT (1) u nekerporosuims aopThl (2).

uHu [7—10]. CornacHo pesynprataM D.
Paladini 1 coast. [11], npu TeTpage Pario
AHOMAJIBHBIIM KApUOTHUIT BBIABIGeTCH Y 22%
rionoB. Mukponenerni 22q1 1.2 6p1m1 06HA-
pyXxeHbI B 30% ciyyaeB KOHOTPYHKATbHBIX
aHoMmamiii, B 90% ciydaeB cuHapoMma Jn/l-
XopIKa U B 82% HaGmMoneHW BeJIOKApIU-
ansHOro cuHapoma [18—20]. denermsa 22ql1
ABIIETCH HAanOoMee YacTo Cpe M3BEeCTHRIX
AYTOCOMHBIX JIeNeL|i (YacToTa 1 cinyvaiiHa 4
000 obcrefOBAaHHBIX) M OTMevaeTces B 5% Beex
cnydaen BIIC [21].

Tetpaga Pawio BeTpeyaeTcsd MpH MHOTO-
JUCIIEHHBIX CUHAPOMAX € JIKOOBIM TUITOM Ha-
crnegoBaHud (AyTOCOMHO-HOMWHAHTHEIIM,
AyTOCOMHO-PeleCCUBHBII, X-CleTUIeHHBIN
peueccuBHbIil) [12, 13]. U3 TepaToreHHBIX
rakTOopOB, IpUBOOAIINX K (DOPMHPOBAHUIO
5TOrO TOPOKAa, ClieAyeT BhASNIMTL AIKOroJb,
(heHMTOMH, TATHOOMH], BAILIIPOEBYIO U pe-
TUHOBYIO KUCJIOThI, (DEHWUIKETOHYPHIO Y Ma-
Tepu [14—17].

[TpenaransHoe obcnenoBaHme npu oOHa-
py:XeHuH TeTpaabl Pajuio JOIDKHO BKIIOYATD
orpefesieHHe KapuoTHIia U AeTaTbHOEe HU3y-
YeHU e YIIbTPA3BYKOBOM aHATOMMU rutona. Po-
JUATENIAM HeOOXOIMMA KOHCYIBTALIMA OIbIT-
HOTO CHUHIPOMOJOTA I8l MCKITIOUeHHS BeJIO-
Kapauo-JI1IeBOr0 CHUHAPOMA, KOTOPBIIL pa-
Hee MOr ObITh He JUATHOCTHPOBAH.

[Tpu reneTuecKOM KOHCYILTUPOBAHUHA
ocoboe BHUMaHUWe CleayeT VAensTh pe3yiib-
TaraM KOMILTEKCHOTO IMpeHaTaIbHOTo 00-
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Puc. 3.17. Terpaga Mamo. Cpes gepes BRIXOIHBIC TPAK-
THI THABHBIX apTepHil. OcHOBAHHE A0PTH PACIITHPEHO H
cMermeHo (1), miaMerp neroaHoi aprepiH cyxkeH (2).

CJIeJIOBAHM A U ceMeHOMY aHaMHe3y (paclie-
JIMHa Heba, BenodapuHTaIbHAd HE0CTATOY-
HOCTb, IMMYHOIES(UIIUT, 3aIepXKa IMCHUXO0-
MoOTOpHOTO passuTHi). I1pH oOHapyXeHH Y
HOBOPOXICHHOTO CUHAPOMAJIBHEIX TTPHU3HA-
KOB MOKA3aHO JOIOJTHUTENIbHOe TeHeTHUeC-
Koe o0cneoBaHue. DOMITMPHIeCKHIT pUCK ITO-
BTOPEHMS TIOPOKA JUTI CUOCOB ITPH U30ITHPO-
BaHHOU TeTpase Pamwio mocie UCKIFOYeHU S
Jeneran 22q11 coctapnser 3% [22].

Heonamaavnorit npoernos u maxmuxa eede-
wua. T1pOrHO3 TS XH3HM [pH TeTpaie Pa-
JIO BO MHOTOM 3aBHMCHT OT CTEeIeHH 0OCTPYK-
1I1H BBIXOAHOTO TPaKTa TIPABOTO KeMyT0uKa.
TakTHKa BeeHMsI MOXeT ObITh BBLKMAATE b~
HOI# ¢ TIIATENBHBIM AMHAMWYECKUM HAOI0-
ngeHueM B riepsble 2—8 Hen xusHH. Ocoboe
BHUMAaHUeE cJie/TyeT YAesITh CHMITTOMAM Tie-
Perpy3Ku JIerOUHOTo Kpyra KpoBooOpaiie-
HUA. HOBOpOXIIeHHBIE ¢ aTpe3He JIeroYHom
apTepyM HYXIAKOTCA B MOJUIEPXKAHUH JIeroy-
HOro KPOBOTOKA € MOMEHTA POXIEHU, YTO
JienaeT HeoOXOMMMBIM IMPOBeieHHe LIYHTU-
POBaHMA Y 3TOM IPYINBI MALMEHTOB.

Taxmura eedernus u npomedcymounwil uc-
Xod. XUpypruueckasi KOppeKiusl TeTpajibl
Danno MOXKeT ITPOBOAMTCS B TIOOOM Bo3pac-
Te, OIHAKO CMEPTHOCTb M YACTOTA OCIIOXHE-
HHIA 3HAYUTENILHO BBIIIE Y AeTeil, KOTOphIe
TMOABEPIINCH OTIEPATUBHOMY JIEYEHHIO B BO3-
pacte Jio 3 mecsiieB [6]. HekoTopble cnierina-
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JIM3UPOBAHHEBIE KITMHUKH PEKOMEHYIOT paH-
Hee, B BozpacTe 3 MecslieB, BMELLATeIbCTRO.
AGBCOTIOTHBIM MOKA3aHHUEM K OIepaTHBHOMY
JIeYeHHIO B JTIOOOM BO3PACTe SIBISIETCSI TUITOK -
cud. B 6oabIIMHCTBE CrelMaTM3UPOBAHHBIX
KJIMHUK YPOBEHB CMEPTHOCTH B CITYYadX I1OJ-
HOM XMpYpPruvyecKoi KOppeKUHH TeTpaibl
damno cocTapisier MeHee 5% |22, 23]. Ia-
IIMeHTaM ¢ KOMIUIEKCHBIMUA M3MeHeHUsIMUI
WK TOJIHOM aTpesuel JeroYHoil aprepum
TpebyeTcsd NMpoBelicHUe HECKOBKUX orepa-
UL

IIpoenos u omodaaennvie ucxodor. 110 1aH-
HBIM OONBIIIMHCTEA LIEHTPOB, JI0 B3POCIIOTO
BO3pacTa noxupaeT donee 90% MaLMEHTOB,
KOTOpPBIM OBbLTa TIpoBefieHa TToJTHAsT KOppeK-
1 Terpansl @anno [24]. B otmaneHHOM 11e-
puoae 80% maiMeHTORB YYBCTBYIOT ce0sl yI0B-
JIETBOPUTEJIBHO M UMEIOT HOpMaJIbHEIE (hyH-
KIIMOHATBHBIE MOKa3aTenu [25].
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TPAHCITO3ULIUS I'TIABHBIX APTEPUM

Onpedeaernune. TpaHCIIOZULINA [JIABHBIX
apTepHii — 9T0 MOPOK CepALa, TIPH KOTOPOM
d0pTa W ee OonpIIas 4acT bBBIXOIATH3IIpa-
BOT'O KeJlyJIOUKa, a JIerouHasi aprepusi — U3
JIEBOTO XeJYIOUKa.

Yacmoma. TpaHcrniozuiys TIaBHBIX apTe-
puii coctaBmsieT 5—7% ot Beex BIIC [1]. Ona
sSIBJIsIeTCs HAaMDoJIee YaCcThIM TMTOPOKOM CHHEro
THIIA ¥ BTOpEIM 110 yactotre BIIC, oOHapyxu-
BaeMbIM B MJIAIEHUYECKOM BO3pacTe.

Ocnoenvle npunyunol OUAZHOCMUKY.
TpaHcnosHULMA TTTABHBIX apTepHii OORIYHO He
JUHATHOCTHPYETCH B IIpEHATAIBHOM ITIEpHoae
MIpH POBeIeHHH CKPUHUHTOBOTO 06CIe0-
BaHM#, MOCKOJNBKY HCCIe/IoBaHUe Ceplia
TUIO/IA OTPAHUYMBAETCS M3YIeHHEM TOJIBKO
yeThipexKkaMepHoro cpesa. KimoyoMm K o6Ha-
PYKEHUIO TPAHCTIOZMIIMH TJIABHEBIX ApTepHil
SIBISIETCS X BU3YATM3ALINA C M3YUEHMEM pac-
TTOJIOKEHUS COCYIOB OTHOCHUTEINIBHO JIPYT
Jipyra. B HOpMe IJIaBHBIE apTeprH TepeKpe-
LIMBAIKOTCSL, & ITPH TPAHCTIO3UI{UM BBIXOST U3
JKeMyT0YKOB NMapajlle/IbHO: a0pTa — M3 Ipa-
BOTI'O XeJIyI04Ka, JIeTOYHAs apTepusd — U3 Jie-
Boro xeinynouka (puc. 3.18). BaxHoe 1po-
THOCTHYECKOe 3HAYEH e MMeeT HCKIIoYeHe
COYETAHHBIX CEpAcYHBIX aHOMaJ]]'Iﬁ, TAKHX
Kak JiepeKT MeXKeTyJOYKOBOM neperopo-
KW M CTEHO3 JIETOYHOM apTepHH.

Ecmecmeennoe meverue HOpOKA. Tpch-
MO3UIIMA TJTIABHBIX apfrepm‘fl C MHTAKTHBIMH
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MECKeITYIOYKOBOM U MeXIIpecepaHOMI T1e-
peropofikaMil He COBMECTHMA ¢ JKM3HbLIO.
[Tpu HamukK gedeKTa B MeXCKeITy10UKOBOI
TeperopoiKe MporHo3 Takxke HeOmaronpusT-
HBIH, MOCKONBKY KPOBB, MPOXO/Is Yepes Jie-
(hekT, CMEeIIMBaeTCsl, YTO YaCTO MPUBOJUT K
HeoOpaTUMBIM JIETOYHBIM M COCYAUCTBIM M3-
MeHeHHsM K 6 MecsIaM XHI3HH.

lIperamaavnaa maxmura. Criennduyec-
KO TAKTHKH BeleHUs TIPU OOHApYKeHHN
TPAHCITOZUIIUN [JIABHBIX apTepHil B TIpeHA-
TAJTBHOM TepHoJie He CYLIeCTBYeT.

Tenemuxa. Oxono 8% XWBOPOXIEHHBIX C

TPAHCTIO3ULINEI TJIABHBIX apTepUii UMEIOT CO-
YeTAHHBIE IKCTPAKAPAMAIbHbBIE AHOMAIMM | 2].

ee=f0

«cemMPall

Puc. 3.18. TpancnosHiia riaBHbIx apTepiid. Orderii-
BO BUJICH TAPaJLICIBHEIT X0 aopTel {AC) M 0CHOBHOTO
crBoJia nerouHoil aprepun (MPA).
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Cpei XxpoMOCOMHBIX AieheKTOB ITPU TPAHCTTO-
3ULIMM [TIABHBIX apTepHii OTMeYeH bl TPUCOMUH
13, 18 u 21, Tpurmonaus U pasHooOpasHbie
IYTUTUKAIANA | genenuu [3—6]. Tpaxcmosu-
1LiMsL OTTMCAaHAa B CTPYKTYpe TeHHBIX Hapylle-
HHIA ¢ JIOOBIM THUITOM HacJleIOBaHUA (ayTo-
COMHO-JIOMUHAHTHBIN, ayTOCOMHO-peLec-
CUBHBII, X-ClIeIUIeHHbIN peliecCHMBHBIN) |7,
8]. U3 teparoreHHBIX (pakTOPOB, MPUBOMISI-
LIMX K (hOpMMPOBAHMIO MOPOKA, CIIelyeT Bbl-
JIENTUTh AJKOrob, GeHUTOMH, TATHIOMMI,
BaJLIIPOEBYIO M pETHHOBYIO KMCJIOTHI, (e-
HWIKeTOHYpHIO M muabeT y MaTepH |3, 9—14].
EcTp nyOonukammu, cooOLualolme o ciyJasx
POXOeHUA AeTel ¢ TPAHCITO3HIIME IIABHBIX
APTEPUIL ¥ MATEpEil ¢ KONMIATEHOBBIMU COCY-
IUCThIMHU 3a00meBaHusIMH | 15, 16]. Tpancmo-
3UIIMS HepenKo HaOIonaeTcs mpy CHHIPO-
M€ acIieHUH/TIOJTUCTUIEHHH.
[TpeHaTanpHOEe OOCNegOBaHKE NOJIKHO
BKJTIOUATH OTpefieNieH1e KapuOTUIIA U IeTalTb-
Hoe u3yuyeHle YIbTpa3ByKOBOIW aHATOMWH
U104, OMITUPUYECKUI PUCK IMOBTOPEHMS 110~
POKa U1l CHOCOB ITPH U30JIMPOBAHHOM TpaHC-
TO3UITHAK [JIABHBIX apTepuii cocTanser 2%.

Heonamaasnuni npoeroz u maxmuxa gede-
Hua. Y GONBIIMHCTBA HOBOPOXIEHHBIX C
TPAHCITO3UIIMEN ITTABHBIX ApTepHid U HHTAK-
THO MeXCKeJIYI0UYKOBOM TIeperopoaKoil ¢
TIEPBBIX THEH XU3HU OTMEYAeTCS BEIPAKEeH-
HEIM nraHo3. CMellleHre JIBYX KpyTroB Kpo-
BooOpallleHHA Yepes MEXITPeICEPIHYIO KOM-
MYHUKAITUIO SIBASETCS HeOOXOMUMBIM I
TMpeaoTBpalleHus] TMIMIOKCHM MO3Ta U BO3-
MOKHOTO JIETAJIBHOTO MCXO0JIa, TIO3TOMY Me-
TONIOM BbIOOpa MOXKeT OBITh XUPYPIruvecKoe
Cco3naHue KOMMYHWUKAIIMA HA YPOBHE TIpen-
cepauii. Xypyprudeckyro KOppeKIIio Cleay-
eT MPOBOIUTE Cpa3y I0ce TOro, Kak ycTa-
HOBJIEHO HeaJleKBaTHOe CMEIMBAHKHE TMOTO-
KOB KpoBH. B ciryuaqx afiekBaTHOro cMele-
HUS (TIpM OOMBIIOIA MeXTIpeace paHOM WIH
MEXCKeMYI0YKOBOM KOMMYHMKAIIMU ) OTTE pH-
POBaTh 11efileco0bpa3Ho Toce 2 Hell XXKM3HH,
TaK KaK HeOOXOJIMMO BpeMs JUTS aleKBaTHOIN
MOMITOTOBKI JIEBOTO KeNMYI0YKa K MOJUIepiKa-
HHIO CHCTEMHOTO KpoBoobpamieHus. [1o
JAHHBIM OONMBITMHCTBA LIEHTPOB, CMEPTHOCTD

HOBOPOXKIEHHBIX TPH TOAOOHOM BHJE Ofle-
PaTUBHOIO JIeUeHU COCTABJIdeT MeHee 5—
10% |1]. Ilpy HamMMUKMK CTeHO3a JerOYHOI
apTepud 1 jedeKTa MeXCKeTyT0UKOBOM Te-
peropofiKi BO3MOXKHO MpoBeieHHe OanioH-
HOM MpeAcepaAHOM CENTOTOMUM /WK CHC-
TEMHO-JIETOYHOTO APTePHUATEHOTO INYHTUPO-
BaHMS C LB TIOAAepKaHHU aleKBATHON
OKCHUTeHAI[MM OO0 TOr0 MOMEHTa, KOraa cTa-
HeT BO3MOXHOM aHATOMMUYECKas KOppeKLIUs
MopoKa.

Taxmuxa eederHus 1 nPoMeNCymosHolil Uuc-
x00. COrJIacHO JJAHHBIM OONBIIMHCTBA CIIe-
UATM3UPOBAHHBIX LIEHTPOB, ¥ TALIMEHTOR,
[EPEHECIITNX XUPYPIrUeCcKOoe JIEUEHHE TPAHC -
MO3UIMH TTIABHBIX apTepuii, oTMeueHa Hop-
manbHas QyHKIIMS MUoKapaa. HapyireHus
pUTMa M JieTallbHbIE MCXOJbI BCTPEYAOTCH
penko. IpoBeicHHEBIE JUTUTEbHBIE IMHAMM-
JecKue HAbmoAeHHs He BBISIBIIIN § 3THX T1a-
LIMEHTOB MOBBIIIIEHHOTO PUCKA PA3BUTHSI aTe-
pPOCKJIepO3a KOPOHAPHBIX apTepHid.

Ilpoenos u omoaqennsie ucxoost. JlanHnle,
TONTyueHHbBIE pa3TMUHBIMY TPYTIIAMM UCCTie-
,ElOBaTeJIeﬁ IMpH JJIMTeNTbHOM JHHAMHYECKOM
HabmoneHru (10—15 net) 3a namueHTaMH,
CYLLIECTBEHHO He pa3JIMYaroTCs MEXITY CODOI.
V nopapssitoiero GoMbITMHCTBA TTAIIUEHTOB,
MepeXKMBIIMX MIaIeHUeCKII BO3pacT, TIaTo-
JIOTMYECKMUX CUMITTOMOB OOBIYHO He OTMeYa-
etTcd, GYHKUMA MUOKAp/la aleKBaTHAA, ITpH-
3HAKHW HapylreHuit (YyHKIIMH KOPOHAPHBIX
apTepHil OTCYTCTBYHOT.
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APTEPUAJIBHBIN CTBOJI

Onpedeaenue. ApTepUanbHBIN CTBON —
3TO TIOPOK pa3BUTHA, ITPU KOTOPOM U3 Cep-
JIUA BBIXOOHUT ONHMH apTepHalbHbBIA COCYL,
JIAKOIIHI HAYaIo CUCTEMHOMY, KOpOHAPHO-
My M JIETOUHOMY KpoBooOpaineHuto. [1pu
5TOM TIOpPOKE Cepiilla BCerna MpUCYTCTBYET
He@eKT MeXOKeMyI0UYKOBOM IMeperopoiakH,
HaJl KOTOPBIM pacriofiaraeTcs eMHCTBEH-
HBIM BBIXOIAIIHI CcOCYA. ApTepHAIbHBIN
CTBOJI MOAPA3AENSIOT HA TPU TPYIIILI B 3a-
BHUCUMOCTH OT MOP(OIOTrHMH JIETOYHOM ap-
Tepur. Tun I xapakTepusyeTcs HAIHUYHEM
o6lLeil nerouyHoil apTepuu, KoTopas gaeT
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HAvyasIo MpaBoi U JIeBOI BeTBAM NPUOJIH3H-
TeNIbHO HA OAHOM ypoBHe. I1pu BropoMm M
TPpEeTLEM THUIIAX ApPTEPHAJIBHOIO CTBOJIA BET-
BH JICTOYHBIX ap'lepldﬂ BBIXOIAT pasnenbHO
Ha pa3TUYHbIX YPOBHIX.

Yacmoma. ApTe pUaibHBIN CTBOJ OTMEYa-
ercs y 1—4% nauneHToB ¢ AMArHOCTUPOBAH-
HbiMU BIIC [1].

Ocriogrvte npuryunet duazrocmuru. DX0-
rpadpuuecKast KapTHHA apTepUAIEHOIO CTBO-
JIa cXoxa ¢ Terpaoii Pano, Tak Kak MpH 3THX
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Puc. 3.19. Cpes ceprna ruioma mpu ofImeM aprepHaib-
HOM CTBOJIC {CTpeIKa).

TOPOKAX BU3YAIN3HUPYETCs] BHIHOCAIIHIL CO-
CV/ B BHUJe «Hae3HUKa» (puc. 3.19, 3.20).
JuddepeHUMANBHO-AHATHOCTUYECKHUM
KpHUTepHeM SIBIISIeTCSl Haauuue o01ero Kia-
MaHa W OTCYTCTBHE BBIHOCHOTO TpaKTa W3
TIPABOTO KeJIyJouKa |2]. DTOT MOopoK He A1~
ArHOCTHpPYeTCsl, ecJIM McclleloBaHKe orpa-
HHUYMBAETCS M3yUeHHEM YeThipexKaMepHOoro
cpesa cepaua mroga (puc. 3.21). Jlns ero o6-
HapyXeHHs CleayeT UCTOIb30BaTh 3X0Tpa-
(¢rueckue cpessl yepes IJaBHble apTepUil
(puc. 3.22) |2, 3]. BaxXHYI0 ZOMOJTHUTEITBEHYIO
UHG}pOPMALIUIO MOXHO TIONYYUTh TIPH HC-
TMOJIb30BAHUM 1[BETOBOTO AOIIILIEPOBCKOTO
KapTUPOBAHHs, KOTOPOE MO3BOJIAET YBHAETh

Puc. 3.21. H3o0paskeHie HOPMATEHOTO YeThIpeXKaMep-
HOID cpesa cepiilia IUIofa IpH o0neM apTepHalbHOM
CTBOJIE.

Puc. 3.20. Bepementocts 26 Hen. LlpomoneHoe ckaHu-
poBaHHe TYIOBHINA 1jloa. Cpes depes apTepHANBHEL
CTBOJI {CTpenKa).

OHOBpeMeHHOe JIBHKeHe KPOBH U3 000MX
SKEeJTYIOYKOB B OOIIMI BBIXOOHOI TpakT. B
CIy4Jasix oOHApYKeHHS ApTepUATHHOTO CTBO-
Jla clielyeT OLLeHUTh COCTOSHME ero KJlaraHa,
B YACTHOCTH, CTEIEHH CTeHO3a M HeJ10CTa-
TOYHOCTH, TAK KAK 3TO MMeeT BaXXHOe Ipo-
THOCTHUYECKOe 3HAYEHHE.
Criennpmyeckoii TAKTUKHM BeleHHS B
MpeHATATBEHOM MepUOJIE He CYLIECTBYET.

Paunssa npenamarvnas ouazHocmuxa.
[TpenaTambHag ynbTpa3ByKoBas MTUATHOCTH-
Ka apTepUabHOro CTBOJIA BO3MOXHA ¢ 20 Hell
OepeMeHHOCTH, HO TOJIKO IMPH UCTIONB30Ba-
HUM CPe30B Yepe3 rIaBHbIe apTepyH, TaK KaK

Pue, 3.22. To xe nabmopenne. Cpes yepes oOnmmi ap-
TEPHAILHBIIT CTBOJ (CTpEIKa).

81




- riraBa

YeThIpeXKaMepHBIM cpes cepila rioja He
ABNAETCH JAEMCTBEHHBIM T4 0OHAPYKeHW
5TOTO MopokKa. B Hallvx vccieloBaHMsIX HAW-
Oonee paHHsIs AUATHOCTHKA apTepHaIbHOTO
cTBONA ObLTIa ocylllecTBIeHa B 22—23 He Oe-
peMeHHOCTH (pHc. 3.23) [2].

Ecmecmeennoe mevernue nopoxa. Y 60nb-
LIMHCTBA HOBOPOXKAEHHBIX ¢ aApTepUaTbHBEIM
CTBOJIOM B TeyeHIe e pBO HeJleJTH KM 3HU Tpo-
rpeccUpyeT 3acToiHAd cepaeYHasd HelOCTaTo -
HocTb. Hepenko y:ke K 6 Mecsilly XKM3HH pa3Bu-
BAlOTCSI JIETOUHBIE W COCYTUCTRIE 3a00JTeBAHSL.
[Tpy OTCYTCTBUH OTEepPATUBHOIO JIeYeHU
CMEPTE MOXETHACTYITUTE BIIEPRBIA MECHLI K3~
HH. HellocTaToyHOCTh KArAHA ApTepHaIbHO-
TO CTBOJIA 3HAUMTENILHO YXYIIAET TIPOrHO3.

Tenemura. AprepHalbHBII CTBOJ OTHO-
CHTCS K KOHOTPYHKAIBbHBIM AedekTam. ¥ 30%
SKUBOPOXKAEHHBIX OTMEYAIOTCS! KPYITHBIE CO-
YyeTaHHbIe 3KCTpaKapauaabHbIe TIOPOKH |4].
Cpem XpOMOCOMHBIX AaHOMATUI, BBISABIAE-
MBIX IPH apTepHaIbHOM CTBOJIE, OIMHUCAHBI
TpucoMMHM 13, 18 1 21, TPUTUIOMIUS U Pa3HO-
o0pasHBIe AYTLIHKAIY U aeneliu [ 5—8]. Co-
rnacHo pesynbsrataM D. Paladini u coanr. 9],
MpH apTePHUATIBHOM CTBOJIE AHOMATBHBIM Ka-
pyoTUI BeBASIETCS Y 17% TU10H0B. ApTepH-
aJTbHBI CTBOM BXOIWUT B COCTAB MHOTHMX HAa-
cleicTBeHHBIX cuHapoMoB [10, [1]. Anko-
roJib, GeHUTOMH, TATWIOMMUI, BAIILITPOEBast U
peTHHOBAd KMCHOThI, GeHUIKETOHYPHS U

Puc. 3.23. bepemernoctr 2223 Heyr. Crpenkoil ykazaH
oOIMit apTepualbHbBI CTBOJL.
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JnabeTr y MarepH ABIAIOTCH TEpaTOr¢HHBIMU
¢hakTOpaMH, CriocoOCTBYIOIMMH (hopMUpPOBA-
HHIO ropoka |5, 12—17]. AprepuanbHbIHA CTBOI
SIRMSIETCSI COCTABHOM YACTHIO HECKOJIBKHX CHH-
JIPOMOB MHOXeCTBEHHBIX TIOPOKOB Pa3BUTHA,
BKIIIOYad cMHApoM Xonra—Opawma [18—21].

[TpeHaTtabHOe 00OCHeIOBAHKUE TOJIKHO
BKJTIOUATEH OTpefesieHre KApuoTUIia U Tila-
TeNbHOE YNBTPa3ByKoBoe obOcneqoBaHue.
[Tpy reHeTHYECKOM KOHCYIETUPOBAHUM Ce-
MBH clieflyeT 00CYKIaTh MPOrHO3 M PHCK T10-
BTOpEHsI TOPOKa MPH 00HAPYXeHHUKH XPOMO-
COMHBIX WM TeHHBIX HApYIIeHWH, a TaKxe
BO3MOXHBIH PUCK IMOBTOPEHUS MPH HU30JIH-
poOBaHHOU (QopMe apTepHaIBHOTO CTBOJIA.
OMITMPUYECKHI PUCK TTOBTOPEHMS TOPOKa
Ji7151 CMOCOB TIPY N30T POBAHHOM apTepHalTb-
HOM CTBoJIe cocTanmser 1%.

Heonamaavsnonii npoenos u maxmuxa eéede-
Hus. Y OONBITMHCTBA HOBOPOXKIEHHBIX C ATeK-
BATHBIM (PYHKITHOHHPOBAHHEM KJIariaHa ap-
TEPUATIBHOTO CTBOJIA B pAHHEM MOCTHATAITb-
HOM TepHojIe KJIIMHUYECKHe CUMITTOMBI MOTYT
OTCYTCTBOBATE. [laTonoruyeckue rMpuU3HAKU
TIOSTBIISTIOTCSI TIPY TIOBBIIIEH N JIETOYHOTO CO-
TMPpOTHB/IeHM A, YKA3ZBIBAKOIIETO HAa SHAUHUTEIb-
HYO TIEPErpy3Ky JIETOYHOro KpoBoOOpallleH A
M NpUCOEIMHEHME 3aCTOMHON ceplieYHON He-
JiocTaTouHOCTH. J11s TIipeIoTBpallieHK s COCy-
JIACTBIX OCTIOXKHEHI OTTe palIMIO CIeAYeT TTPO-
BOJIMTB BO BCEX CITy4asx JIo 6 MecsieB KM3HH.
Kaaccuueckad cxeMa orepaTiBHOIO JIeUeHUA
BKJIIOYAET 3aKpbiTHe AedheKTa MeXCKeIyn0d-
KOBOI TIepeTOPOAKI M CO3IaHHE COeIUHEHMS
MEXILY TIPABBIM JKeTyIOYKOM M BeTBBIO JIETO4-
HOM aprepun. CoBpeMeHHbIe JIAHHbIE O paH-
HEW BBKMBAEMOCTH CBHJIETEIILCTBYIOT O Mpe-
BOCXOIHBIX pe3yJbTaTax.

Taxmuxa eéedenus u npomexcymounotit uc-
xo0d. CBoeBpeMeHHOe CO3laHhe COCYIHCTO-
TO COeMUHEeHUS SIBIeT s OCHOBHOM 3agaveii
B MIIAJIECHUECKOM BO3pacTe.

lIpoznosz u omoaaennvte ucxodot. I1porHos
U OTIAIeHHbIE UCXOJIbI 3aBUCSAT OT HAIMYMS
JIETOYHBIX M COCYIMCTHIX 3a00IeBaHMi U Ka-
YyecTBa (PYHKIIMOHUPOBAHUS KJIATIAHA apTe-
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PHANBEHOI'O CTBOJIA. IMauueHTHI, TEpeHECIIHE
HaJIOXKeHWe COCYIMCTOro aHACTOMO34, B IAJTb-
HelileM HYKIAKOTCSI B TOBTOPHBIX OIepali-
sIX. Xupyprudeckoe jeueHre 0e3 HCIoMb30-
BaHMsI AaHACTOMO3a OTHOCHUTCS K CPABHUTENb-
HO HOBBIM METOJaM M IAHHEIE 00 OTHAIEHHBIX
MCXO0Jax TOKA He OITyOJIMKOBAHBL.

CITMCOK JINTEPATYPBIL

1. Mair D.D., Edwards W.D., Julsrud P.R.
Truncus arteriosus // Heart disease in infants
and children / Ed. Adams F.H., Emmanouilides
G.C., Riemenschneider T.A. Baltimore:
Williams & Wilkins, 1995. P. 1026.

2. Mempenens M.B., Cenmyenko E.B., FOmima E.B.,
Mamuenko C.W. Pannsasa npeHaTaibHAg YIIET-
pa3BYKOBas JIMAarHOCTHKA 00IIero apTepHallb-
HOTO ¢TBOJa // YibTpasByK. quard. 1997.
Ne 2. C. 91 -93,

3. Mamionmn AA. [IpeHaraipHas yIBETpa3ByKO-
Bas JHATHOCTHKA 061lero apTepHAIBHOTO
CTBOJIA ¢ OOIIUPHBIM Jlehe KTOM MeKIIpecep-
JTHOH Teperopoik# // YibTpasByk. JHMart.
aKyIL ruf. Tesmar. 1999. Ne 1. C. 75-76.

4. Ferencz C., Rubin 1.D., McCarter R.J. et al.
Cardiac and noncardiac malformations:
observations in a population-based //
Teratology. 1987. V. 35. P. 367—378.

5. Jones K.L. Smith’s recognizable patterns of
human malformations. 5th ed. Philadelphia:
Saunders, 1997.

6. LevyT.J. Rosenthal A.. Fyler D.C., Nadas A.S.
Birthweight of infants with congenital heart
disease // Amer. J. Dis. Child. 1978, V. 132.
P. 249-254.

7. Blackbum W.R., Miller W.P., Supemeau D.W.
et al. Comparative studies of infants with mosaic
and complete triploidy: an analysis of 55 cases//
Birth Defects. 1982. V. [8. P. 251 -274.

8. deGrouchy I., Turleau C. Clinical atlas of
human chromosomes. 2nded. NY: Wiley, 1984,

9. Paladini D., Lamberti A., Tartaglione A. etal. The

association between congenital heart disease and

Down syndrome in the fetus // Ultrasound

Obstet. Gynecol. 1998. V. 12. Suppl. 1. P. 105,

National Center for Biotechnology Infor-

mation. OMIM: Online mendelian in man.

10.

http://www.ncbl.nlm.gov/Omim/.

11. Danks D., Bankier A. POSSUM - pictures of
standard syndromes and undiagnosed
malformations. Version 4.5. Melbourne,
Australia; Computer Power, 1997.

12. Clark E.B. Cardiac embryology. Its relevance
to congenital heart disease // Amer. J. Dis.
Child. 1986. V. 140. P. 41 -44.

13. Lammer E.J., Chen D.T., Hoar R.M. et al.
Retinoic acid and embryopathy // N. Engl. J.
Med. 1985. V. 313. P. 837—841.

14. Jackson B.T. The pathogenesis of congenital
cardiovascular anomalies // N. Engl. J. Med.
1968, V. 279. P. 80—89,

15. Ardinger H.H., Clark E.B., Hanson J.W.
Cardiac malformations with fetal valproic acid
exposure // Proc. Greenwood Genet. Center.
1986. V. 5. P. 162.

16. Ballard J.L., Holroyde 1., Tsang R.C. et al,
High malformation rates and decreased
mortality in infants of diabetic motheers
managed afier the first trimester of pregnancy
(1956-1978) // Amer. J. Obstet. Gynecol. 1984.
V. 148. P. 1111-1118&.

17. Lenke R.R., Levy H.L. Maternal phenylke-
tonuria and hyperphenylalaninemia. An
international survey of the outcome of untreated
and treated pregnancies // N. Engl. J. Med.
1980. V. 303. P. 1202—-1208.

18. Emanuel B.S., Budarf M.L., Sellinger B. et al.
Detection of microdeletions of 22q11.2 with
fluorescence in situ hibridization (FISH):
diagnosis of DiGeorge, velo-cardio-facial
syndrome, CHARGE association and
conotruncal cardiac malformations // Amer. J.
Hum. Genet. 1992. V. 51 (Suppl.). A3.

19. Driscoll D.A., Spinner N.B., Budarf M.L. et al.
Deletions and microdeletions of 22g11.2 in
velo-cardio-facial syndrome // Amer. J. Med.
Genet. 1992. V. 44. P. 261 -268.

20. Goldberg R., Motzkin B., Marion R. et al. Velo-
cardio-facial syndrome: a review of 120 patients //
Amer. J. Med. Genet. 1993. V. 45. P. 313-319.

21. Rimoin D.L., Connor J.M., Pyeritz R.E. Emery
and Rimoin’s principles and practice of
medicine. 3rd ed. V. 1-2. NY: Churchill
Livingstone, 1997.

33




£ - rjraBa

KOAPKTALIUA AOPTBI

Onpedesenue. KoapKTalug aopTel — 3T0
BPOXKAEHHBII MTOPOK Cepla., Mpyu KOTOPOM
uMeeTcs cyxkeHue ee rpocBeTa. Koapkraums
B OOJIBIIIMHCTBE cITydaeB (GOpMUPYeTCd B HUC-
XOAALUEN YacTh aopThl BOJM3KM MecTa BIIajle-
HHS apTepManbHOro Npotoka. Koapkranus
a0pThI HEPEJIKO coueTaeTcs ¢ ie(PeKToM MexXK-
JKEeJTYIOYKOBOI 1eperopoaKu M 0OCTpYKLIME
BBIXOJTHOTO TpakTa JIEBOTO XeJymouka. Cre-
MeHb BbIPAaXXeHHOCTH KOApKTallMhi MOXeT
OBITH pa3sHO: OT MMHHMAJILHOI, He TpeOyro-
LIeH KOpPeKLIMH, 10 KPUTHYECKOM, TIPH KOTO-
po# HeobXonMMa orepauusd B MepBble JTHU
KU3HN.

Yacmoma. KoapKTalys aOpThI COCTABIS-
eT 6—8% orBcex BINC [1]. OHa aBigeTcs yeT-
BEPTOM T10 YACTOTE IMPHUMHON KPUTHUYECKO-
ro COCTOAHIMA HOBOPOXIEHHBIX ITPH AHOMA-
JISAX CGp,E[C']HO—COC)-’,[[HC'I‘Oﬁ CHUCTEMBI.

Ocnognoie npunyunel ouaznocmuxu. deTko
BU3YATU3HPOBATE YIACTOK KOAPKTAIIMA 40p-
ThI IOCTATOUHO TPYAHO. B cTyuasx BeIpakeH-
HOM KOapKTalluH MpeHaTAIbLHBIIA JTHArHO3
OOBIYHO OCHOBEIBAeTCS HA OOHAPYKEHHH CO-
YeTAaHHBIX M3MEHEeHUWIA: JUaTalur IpaBoro
KeJTYIOUKA, TUTTOIIA3WH JIEBBIX OTIEIIOB Cep-
J1a, HeJOCTATOYHOCTH MUTPATBHOIO KJlara-
Ha, JedeKTa MeXOKEIYI0UKOBON Ieperopom-
KU (pyic. 3.24). [Tpu HATHMIMK KOAPKTALMU

JIMAMETP A0OPTHI B 2 pasza MeHbIIIe AUAMETpA
OUIATHPOBAHHOI JIETOYHOM apTepuu (pHC.
3.25) |2]. BaxxHoe joronHuTeIbHOE 3HAYeH e
HUMeeT JIOTIILIE pP3aXoKapIHorpadus, Koropast
MPH KOAPKTALMHU A0PThI MO3BOMNSET BHIABUTH
JIEBOTIPABBIN LIIYHT Yepe3 OBAJIbHOE OKHO.

Ecmecmeennoe mevenue nopoxa. BelpaxeH-
Has KOapKTallld aOpThl OTHOCHUTCH K JIETANTb-
HBIM COCTOSTHUSIM. YMepeHHAsI KOapKTALIAST MO-
3KeT MPUBOANTE K THUTIepTpodk MUOKapIa Jie-
BOTO KEJyIOUKa, CEpAeIHOI HEIOCTATOIHOCTH,
CHUCTEMHOM THMepTeH3HUH M 3a00JIeBAHUAM COCY-
JIOB TOJMIOBHOTO MO3Ta ¥ KOPOHAPHBIX APTEPHIl.

Tenemuxa. Koapkraiug aopTel OIMHCaHA
Gonee yeM npu 40 XpOMOCOMHBIX AaHOMATHAX,
TeHHBIX HAPYILIEHUAX U CHHIPOMAaX MHOXe-
CTBEHHBIX TIOPOKOB Pa3BUTHS, BKIIOYAs CUH-
apoM Pyouninreitna—Taiiou [3]. Cpemu xpo-
MOCOMHBIX JieheKTOB IMPH KOAPKTALIMK A0PTHI
ormcaHbl cuHipoM TepHepa (15%), TpycomMus
18 1 pasHOOOpasHble OVIUTMKALIMW W JeJlelHH
[4, 5]. KoapkTaiyst aOpThl BCTpeyaeTcsl pu
ayTOCOMHO-JOMHWHAHTHBIX HACJEACTBEHHBIX
CUHIPOMAX, a TAKXKe TPH ayTOCOMHO-peLiec-
CcUBHBIX (cuHapoM Mekkena—I pybepa) |6, 7].
TepartoredHsle pakTophl, BIMSIOIINE Ha pop-
MHPOBaHHe TOPOKA, BKITIOYAIOT AJIKOTOJTb, JIN -
THIA, TMIAHTOMH, U30TPETUHOMH, TATHIOMHML,
KpacHyxy, Mabery MarepH [S, 7—11]. [Mpena-

Puc. 3.24. Koapkraims aoptel. a — B-metog, © - moruieporpaMMa KpHBEIX CKOPOCTeil KPOBOTOKA Jepes MHTPAIE-
HBIH KIanaH. | — yJacToK KoapKTallHe, 2 — MHTpallbHast perypriuTaligs.
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Puc. 3.25. Koapkraimsi aopTsl. JluaMmerp aopThl 3HATH-
TeJIbHO MEHBITIe IHaMeTpa BBIXOIHOTO TpaKTa MpaBoro
xemymouaka (RVOT). LA — nepoe npepceprmie, PV - kia-
naH JeroaHoii aprepan, MPA — ocHOBHOI cTBOIN JIeToq-

Hoil aprepun, DUCTUS — aprepuallbHBII IIPOTOK,
DESC. AORTA — Hucxomsimasn aopia.

TaJIbHOe o0cIeloBaHHe JOIDKHO BKIIIOYATH OIT-
pejieieHHe KApHOTHITA U JIETAITbHOE U3ydeH e
YIbTPAa3BYKOBOI aHaToMUKU. CleayeT Io-
MHHWTL, YTO ITPH U3MEHEHMAX IYTH aOPTHI HE-
OGXOJIHMO JOIMTOJIHHUTENBHO IMPpOBOJUTE MOJI-
JIEKYJISIpHBIN TecT Ha Aeneiiio 22q1 1. Dvmm-
pUYECKHIi pUCK TMOBTOPEHUS ITOPOKA IS
cHbCOB MpH OTCYTCTBUU KOAPKTALIMM A0OPTHI
y APYTUX WIEHOB CeMBM cocTaBiseT 2% [12].
PHCK BO3HUKHOBEHHS ITOPOKA IMPU HATMYHMKH
KOApKTallK{ a0PTHl Y MaTepH BO3pacTaeT J10
4% [13]. ITpu nocieAyIoImmx 6epeMeHHOCTIX
cllelyeT peKOMeHI0BATh MPOBeJleHue 3X0-
KapayorpadhHyeckoro UCceaoBaHK IUIOaAa,
0COGEHHO B TeX CIIydasix, Koraa MpHYrHA I10-
POKa OCTaJIaCch HEBBISICHEHH 0¥,

Heornama.awnotii npoeros u makmuxa eede-
Husa. HOBOpOXIeHHBIM ¢ BEIPAXKeHHOM Koap-
KTaluei aopTel TpebyeTcsa HasHAUCHHE TIpO-
CTATTIAHWHOB 1714 MOJJepKAHWA ITOCTKoAap-
KTALMOHHOM Mepy3Hu uepes apTepHaTbHBIIA
MPOTOK. B cnyyasqx npeHaTaj bHOM JTHATHOC-
THKH TMOPOKa pojiopaspelieHe HeoOX0IMMO
TMPOBOAHTE B CIIELMAIIM3UPOBAHHOM LIEHTPE
C IIMPOKUMH BO3ZMOKHOCTIMH XHPYpruiec-
KO# momory HoBopoxaeHHbIM ¢ BITC. Xu-
pypruueckoe jieueHue 0OBIMHO 3aKII0UAeTCs
B YOAJIEHWH CerMEeHTAa KOAPKTALIMKM C HAMO-
JKeHHeM aHACTOMO3a KOHell B KoHell. CMmep-

THOCTH BapbupyeT oT 0 1o 24%, cocTaBisis B
cpeaHeM 12%. YacTtoTa BOBHUKHOBEHHMS
TMOBTOPHOTO CTEHO3W POBAHHS TTOCIIe XUPYp-
THYeCKOro JieYeHUs BbIpaXkeHHOH KOapKTa-
LMK a0pThI KoNeOsieTcsd B npepenax 0—24%.

Ilpoenos u omoarennsie ucxodor. Yactora
CMepPTENIbHBIX UCXO/IOB B OTHAJIEHHOM MEpPH-
Ofle B IIEPBYIO o4epe/lb 3aBUCHT OT HaMYUA
COUYETAHHBIX CepIeYHbIX aHOMAIHii. B 1ienom
TIPOTHO3 TOCJIe YCIIeIIHO MPOBEIEHHOM Or1e-
paiy OnaronpUATHBIN, XOTSI HEPEIKO OTMe-
YAKOTCS THUIIePTEH3HS U PAHHWH aTepOoCKJIe-
P03 LiepeOpanbHBIX H KOPOHAPHBIX apTepHii.
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CTEHO3 U ATPE3U S JIETOYHOM APTEPUM

Onpedeaenne. CTeHO3 U aTpe3WA TETOUHON
aApTepUM — 3TO OOCTPYKTUBHBIE TTOPAKEHUI
BBIXOAHOIO TPAKTA MPABOTO KeJIYIOUKA.

Yacmoma. OGCTPpYKTUBHbBIE TIOPAXEHUS
BBIXOMHOTO TPAaKTA MPABOro XeJyAouKa OT-
HOCATCS K OTHUM K3 HanOonee yacThix BIIC
M coCcTaB/IIOT 10 20%.

Ocnoenvie npunuunst ouaznocmuku. [lpu
aTpe3uH JIETOUHOM apTepHH 3TOT COCY He BU-
3yaJTM3UPYeTCst WA JIMAMETP ero 3HAYUTeIbHO
yMeHBILIEeH B pazMepax, 0co0eHHO BCpaBHEHHU
¢ IMamMeTpoM aopThI (puc. 3.26). Hepenko oT-
MEeYAeTCH HETHITMYHOE PACIIONOXKEHHE JIEroU-
HOM apTepuu. [TpH MHTAKTHOM MeXKKeyIou-
KOBOI TIeperopojike MHOKAp/, TIPABOTO KeJTy-
JoukarurneprpodupoBad. B panHue cpoku Ge-
PEMEHHOCTH MOJIOCTh IMPABOro XeNnyLouyKa
MOKEeT BBIIVISIIETh YBETMYEHHOM, HO B Oonee
MO3AHNAE CPOKM CTAHOBUTCS THUITOTIJIACTHYHOIA.
B penxux ciyuasix rpy aTpe3ui JIeTOYHOoI ap-
TEPHUM OTMEUAETCH BhIPAKEHHAS AUIATALIMSA
TPABBIX OT/IEJIOB CepLIA, OOYC/IOB/IEHHAS TPH-
KYCITUIAIBHOIM peryprurtaipeit (puc. 3.27).
[IBeTOBOE NMOTIITIEPOBCKOE KAPTHPOBAHME T10-
3BOJISIET YCTAHOBHTDL OKOHYATeIbHbINM AHATHO3
Ha OCHOBAHWM OTCYTCTBHS IOTOKA KPOBU U3
MPABOIoO XeJYIoUKA B JIETOYHYIO ApTEPHIO.

[ IpH cTeHO3e IErOYHOM ApTepHUM YACTO OT-
MeyUaeTcsl ee MOCTCTEHOTHUECKOe pacilmpe-
HUe ¥ HeDOoJIbIIe pasMephl IPaBoro Xemy-
JIOYKa B COYETAHUH C TUIepTpodpHpoBaHHbI-
MU cTteHKaMmu (puc. 3.28). [Ipu MHTAKTHO
MeXCKeTyIOYKOBOM Meperopoake pasmepbl
MpaBOTO XKeJIyIoYKa U MpaBoro npeacepuust
yBeNMUMBaloTcs. BeIpaxkeHHBI cTeHO3 Jie-
TOYHOM apTepUK MOXET IMPHBOAUTE K 3aCTOM-
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HOM cepaeyHoil HemocTaTouHOCTH. [Ipm
JOTITIIEPOBCKOM MCCIEIOBAHUM CTEHO3 Jie-
TOYHOM apTepHH XapaKTepu3yeTcsd TypOyneH-
THEIM ITOTOKOM KPOBH Yepes ee KianaH [1].

Tenemurca. ATpesvisi v CTeHO3 TETOYHOM ap-
TePUH OIMHCAHBI TIPM MHOTMX XPOMOCOMHBIX
AHOMAJIMSX, TeHHBIX HApyLIeHWIX 1 npu 60
CUHIPOMAX MHOXECTBEHHBIX ITOPOKOB pa3BH-
T4 |2]. CornacHo pesynbtaraM D. Paladini u
COAaBT. 3], rpH arpe3u JIETOYHOM apTepri B
COYeTaHHH ¢ fie(eKTOM MEXCKEITYI0YKOBOM TTe-
PEropoIKH AHOMATBHBIIA KAPHOTHIT BBIARIISETCS]
y 33% ruionoes. TeparoreHHble hakTOPbL, TIPH-
BOMsIIIKE K (hOpMHPOBAHMIO MOPOKA, BKITFOYA-
10T K0T OJb, THIAHTOWH, M30TPETUHOMH, Ta-
JIAIOMWJL, KpacHyXy, IrabeT y Matepn [4—9].

[TpeHaraneHOe 0OCnegoBaHHE JOIKHO
BKJTIOYATh OTIpejiefieHle KapHOTHIA U M3yyJe-
HHe YJIBTPa3ByKOBOI AHATOMHMU TLIOAA. DMITH-
PHYECKHIT PUCK TTOBTOPEHMS CTEHO34a JIeroY-

Puc. 3.26. I'imonasig NpaBoro Keaymodka ¢ arpesmeit
Jerogroi aprepin. RA — npasoe nipencepmme, LV — ne-
BRI 2enyaodek, AQ — aopra.
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Pue. 3.27. DxorpaMMBbl YeTHIPEXKAMEPHOIO cpesa ceplilia IUtona B B-pesinve (a) M B peskiMe HBETOBOTO JOIILIEPOB-
cKoTo KaprapopaH#sl (6) npy arpesHn JrerodHoil aprepuu. OTIETNIHBO BHIHO paciiHpeHNE NPAaBOTo XeMyIodKa i
TIPABOTO TIPSICEPIIMST 3a CTIET BBRIPAKCHHOI TPHKYCTIHIATBHON PETyPTHTAIIHH (CTPEKA).

HOI apTepyu U1d cMOCOB MPH OTCYTCTBHUM
CUHAPOMAJIbHBIX NMPHU3HAKOB H OTCYTCTBHU
3TOTO MOPOKA Y IPYTHX WIEHOB CeMBH COCTAB-
nstet 1% [10]. PHck BO3HMKHOBeHMS TIOPOKa
IpH HAJIMYMM CTEHO3a JISTOUHOH apTepuH y
Marepu BospacTtaeT oo 4% [11]. [1pu mocne-
IyIoIUX GepeMeHHOCTSIX CllelyeT peKOMeH-
JIOBaTh MPOBeeHHE 3X0KapaAHoTpadrIecKo-
TO HCCIeJOBAHWS TUIOMIA.

Heonamaaonwtit npoenos u maxkmuxa eede-
HuA. Y HOBOPOXKIEHHBIX O cnabo U yMepeH-
HO BbIpakeHHBIM CTEHO30M JIETOYHOM apTe-
P KJIMHUYECKHE CHMITTOMBI MOIYT OTCYT-
CTBOBATb MJIH BBIPAXKATHCSH B HE3HAYUTENIbHBIX
CepIeYHbIX LIyMax. DTH AeTH IOJIKHBI COCTO-
AITh Ha yyeTe Yy JeTCKOro Kapauosora. Ilamm-

Puc. 3.28. ITocTcreHOTHYECKOE PACIIHPEHHE JICTOYHOM
apTepHH IIPH ee CTEHO3E.

eHTaM, HYXXKIAIoIUMMCSI B XUPYPTHUYECKOM
JIeYeHWH B HEOHATATLHOM TIepHojie U3-3a
BBhIpaXXeHHOro rpagreHTa gasneHus (50—60
MM PT. CT.). TunepTpour MUOKapaa rMpaBo-
TO XKeJTyIouKa ¥ LIMHaHo3a, MOXeT OBITh 0Cy-
LiecTBIeHa 6a/UIOHHAd TUIACTUKA KJaraHa.
[To gaHHBIM JATEPATYPHI, Pe3yJbTaThl 3TOM
onepanuu IMpeBOCXOJHbBIE, OTMeYaloTCs
TOJILKO pefiIkue ocnoxHeHud. BeneHue na-
LIMEHTOB C BBIPAaXXKEHHBIM CTEHO30M JIeroY-
HOM apTepyM 3aBUCUT OT ocobeHHOCTel aHa-
TOMUYECKOTO CTPOEHUs TMPaBOTO Xelymou-
Ka (pazMepsl XelyIouka, AUMaMeTp KIaraH-
HOTO OTBePCTHS, HATMUKe CUHYCOMTATbHBIX
KOMMYHMKAIMI ¢ KODOHAPHBIMH apTepusi-
MH). DTHM Mal[MeHTaM ToKa3aHa peKOHCT-
PYKTHBHAsI OTIepaLis.

Taxmura eedenusn u npomedxncymounolil uc-
x0d. Y JieTeid ¢ ycrielrHo rpoBejieHHo 6a-
JIOHHOM TUTACTHKOM KiaraHa MmporHos JUid
KU3HH OIarornpugTHBIA. Y NalieHTOoB ¢ -
TIACTUYHBIM JIETOYHBIM KJIAMAHOM, 4YacTo
BBISIBIISIEMBIM [pU cuHaApoMe HyHaH, mcxo-
bl MeHee GnarorpusiTHbie |12].

IHpoenos u omoasennvie ucxodot. [lanen-
THI C YCIEILIHO MpoBeAeHHON GallIoHHOI
TUIACTHKOM pellKo HYXKIAKOTCS B ITOBTOPHOMM
orneparmu [ 13] B omiMuMe OT MALMEHTOB C T'1-
Torviasyel nmpaBoro xejygpouka. Berkusae-
MOCTb Y TAKMX JieTel cocTaBiger 60% [14].
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CTEHO3 AOPTHI

Onpedesenne. CTEHO3 a0PTH — 3T0 00-
CTPYKTMBHOE MopakeHHe BEIXOOHOTO TpaK-
Ta JNeBoro xenyaouka. [Tpu creHo3e aopThl
HacTO OTME€UYACTCA aHOMAJIBHOE pPAa3BHUTHE
CTBOPOK a0pPTATEHOIO KJAallaHa.

Yacmoma. BpoX1eHHBINA CTEHO3 a0pTHI
cocTannset ot 3 go 6% ot Bcex BIIC [1].

Ocnosrvte npunyunst duazrnocmuku. [pu
AOPTAIBHOM CTeHO03e OTMeYaercs BbIpakeH-
HOE TIpeBaTHpOBAHNIe UAMETPA JIETOUHOM
apTepuH HaI OIMAMETPOM a0pThI (pHC. 3.29).
B oTomiuMe OT aTpe3uH aopThI, MPH KOTOPOit
MpU AOTIIEPOBCKOM MCCIEAOBAHUM TOTOK
KPOBH M3 JIEBOI'O XKEJIYIO0UKA B A0PTY HE pe-
TUCTPUPYETCS, AOPTAIBHBIN CTEHO3 XAPAKTE -
pH3yeTcsl HaTuuneM TypOy/IeHTHOro MoToKA

88

KPOBH Yepe3 KJIATIAH A0PThL. BaxXHOe IPOrHo-
CTUYECKOE 3HAUYEHHe MMeeT OLIEHKa pasMe-
POB JIEBOTO 3KeJYI04KA M (PYHKLIMOHAIEHOIO
COCTOSHHWA MUTPATBHOI'O KJIAdITaAHA.

lenemura. KitariaHHbI CTEHO3 A0PTHI MO-
JKeT HaOIIOAATHCA MPH PasIMUHBIX XPOMOCOM-
HBIX abeppallvsX M HACTIeCTBeHHBIX CMHIPO-
max [2—4|. OnucaHHble XpOMOCOMHBIE Ae(peK-
Thl BKIKOYAKOT TpucoMuu 13, 18 u cuHapoM
Tepuepa (30%) [4]. [MomyMoHHAs 4acTOTA
JIBYXCTBOPYATOIO A0PTaIbHOIO KJiaraHa Oes
BPOXKIEHHOT0 A0PTATBHOTO CTEHO3a COCTARIIS -
eT 1% [5]; ceMeiiHbIe cTyyad MOTYT MUMeTh
AyTOCOMHO-JIOMMHAHTHBIA THIT HACJIe0BA-
HU [6, 7]. [ToaKIAnAHHBL A0PTA/IBHEL CTe-
HO3 OIMCAH BCOYETAHNH ¢ CHHApOoMOoM Beri—
Mapuesanu (ayTocoMHO-pelieccHBHasI popma
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Puic. 3.29. BxorpaMMa 9eTBIPEXKAMEPHOTO Cpesa Cepii-
11a TUIOfIA ¢ OCHOBAHMEM aopThl MMpH ¢e cTeHose. RA —
Tnpagoe npexcepane, LA — jiepoe npencepaue, LV - e~
BRI kemynodek, RV — mpapsiif xkemymodek.

ckeneTHOM mucriiasui) [3]. HagknananHbiit
AOPTANBHBIN CTEHO3 ABJISETCH Pe3ylbTaToM
MYTALIMK TeHa, KOTOPBIi JoLpyeTcsd B obia-
ctu 7q11.23 [8]. CunapomM BuibMca, BKTIOYA-
HOILNIA HANKNATIAHHELA CTEHO3, CBA3AaH C MUK-
POCKOITMYECKOM TEHHOM JIeNielUeil, KoTopas
obHapyxuBaetcs ¢ rnomoluero FISH-Tecta B
95% xuaccuueckux ciydaer [9].

[TpeHatanrHoe obcnegoBaHKWe OOJKHO
BKJTIOUATD ONpejiefieHle KAPUOTUIA U JIETATb-
HOE W3yUeH He YITBTPa3BYKOBOM AHATOMHH TTTO-
Ja. Popyreni JOIDKHEIL TTPOMTH 00CTieloBAHKUE
Y OMBITHOTO CHHAPOMOJIOTA AT MCKITHOUEHM
KJIMHUUYEeCKUX TTPHU3HAKOB cuHApoMa BunbMmca,
TAK KAK OMUCAHBI CNYYAH CeMEITHBIX JeJTeIHid.
[ Ipr oOHapy>KeHWH AYTUTAK AW WITH JIeJIeLHA
Y TUTOHA POAMUTENIM TAKKE CIIeyeT peKOMeH-
JIOBATh TIPOBENIEHHE KAPHOTHITUPOBAHUSA JIJTA
UCKITIOUeHs1 cOalaHCH POBAHHOM TPaHCJIOKa-
LW SMITHPHUYECKHIA pUCK TTOBTOPEHHA CTEHO-
32 a0pThl 1A cUOCcOB cocTanister 3% [ 10]; puck
BO3ZHMKHOBEHMS TIOPOKA MPH HAMWUYUN MOPO-
Ka y MaTepH Bospactaet Jio 13% [11]. Hankna-
MAHHBII A0PTAIBHBIN CTEHO3 M IBYXCTBOpYA-
THI A0PTATBHBIIN KJIATAH MOT'YTUMETh Ay TOCOM-
HO-JIOMUHAHTHBII THIT HACTIE/IOBAHMST; B 3THX
Caydasx puck coctanmseT 50% |[3). Ipu mmocre-
JIYIOILIMX OepeMEHHOCTAX CIIEAYET PEKOMEHI0-
BaTh MMPOBefieHHe SX0KapaHorpaguIeckoro ue-
CJIeJIOBAHKA TUIOJA.

Heonamaavnotit npoenoz u maxkmuka ee-
derua. Micxon B HEOHATAILHOM IEepHOIE
MPH CTEHO3€ a0PTHI, B TIEPBYIO OUepeib, 3a-
BHCHT OT CTeNeHH TSDKeCcTH OoOCTpYKIIMU
BBIXOJTHOTO TpakTa JeBOTO XeJyIouKa.
BaxHoe 3HaUeHWe UMEIOT pasMepbl U GHyH-
KIIMOHAIBHOE COCTOSIHUE JIEBOT'O XeJy104-
Ka ¥ MUTPAIbHOTO KJalaHa, TaK Kak B He-
KOTOPBIX Clyuasix TpebOyeTcsi poBefieHHe
niacTHKH 1o Norwood (cum. «I'urornnacT-
JeCKMi CHHAPOM JIeBBIX OTAEJIOB CepaLar).
Ilpu agexBaTHO¥ (QYHKIINHM JIEBOTO XEJIy-
JouKa 0OBIYHO MCIIONB3YIOT GaTIOHHYIO
MJIACTHKY KJIaraHa.

Taxmura eedenua u npomescymounstii uc-
xod. IlapeHTam, paHee yCTielliHO MepeHec-
UM OaJIJIOHHYIO TUTACTUKY MW BaJIbBOTO-
MUIO, MOXET B JaIbHeUIIEM MoTpedoBaTECH
JioToHuTe bHAA onepans. K 8 rogaM xus-
HU ee mpoBomsT y 40—50% neteii B CBSI3M C
HEJIOCTATOYHOCTRHIO a0pTATbHOTO KialaHa
WU SIBJIEHUAMMW OCTATOYHOIO CTeHo3a [12].

Tlpoeros uomoasenrsie ucxodst. BpoxxneHHbIIA
CTEHO3 a0PTHI € BO3PACTOM, KaK TIPABUIIO, TIPO-
rpeccrpyeT. [Tpu BerpakeHHBIX (hopMax cTeHO-
38 TIATOJIOTMYECKHIA TPOLIECC MPOrPecCHpyeT
3HAYMTENBHO OBICTpee U HeOOXOIMMOCTH OIlepa-
TUBHOTO JIeYeHWs1 BO3HUKAET PaHBbIlIe.
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TUITEPOXOIEHHBIE BKJIIIOYEHUWA

Onpedeaenue. OMUHOYHBIE WM MHOXe-
CTBEHHBIE TUITEP3XOTreHHbIe BKIIOUEHHS MO~
ryT OBITH OOHAPYXKeHbBI IPU YIIETPA3BYKOBOM
HCCIIe/IOBaHUM T1oaa. OOBIYHO OHU JTOKA -
3YIOTCH B 00J1ACTH TANMLTAPHBIX MBILLILL MJTH
CYXOXHIUS TIpeficepaHO-KenyI0uKOBOTO
KJarnaHHoro anmnapata. ['unepsxoreHHbie
BKJTIOUEHM S TIPEeJICTABIIEHbI MAJIEHBKMMH 00-
Pa3OBaHHAMU, UYbsl 9XOT€HHOCTH CXOXKa HMIJIA
BBIllIe 3XOreHHOCTU KocTeil roona. Pacripo-
CTpaHeHHBLIM Ha3BaHHEM, HCITOJIb3yeMbIM
crieMaIicTaMu ISl 0003HAYEHHS TUIIep3-
XOreHHOr0 BKMIOUYEHWA B JKeNYIIOUKax cepi-
11a IUIoJIa, SIBIeTCs «robpHbIA Maws [1].

Yacmoma. Yacrora oOHapyKeHMs TUTIep-
5XOTeHHOTO BKIIIOYEHHWS B KeJTyI0uKax cep-
JILIA TJI04a BapbHpyeT B JOCTATOYHO LIMPO-
KoM nuariaszose — ot 0,46 o 20% (Ta6on. 3.1).
[Tpervy1iecTBEHHO TUTIePAXOTeHHBI (DOKYC
BBISIBIISIETCS B JIEeBOM XeJymouke. B oHol 13
nociaeAHUX OInyoONMHMKOBAaHHEIX paboT B.
Petrikovsky 1 coasr. [17] onmcama 3 ciyyas
BHYTPUITPEJICEPIHOTO PACITOJIOXEHUS THITe-
P3XOT€HHOTO BKTIOUEHUS, THATHOCTHPOBAH-
Hble TIpH obcnenoBaHuu 15706 nauumeHTOK.
Bo Bcex cityvyasx OHO JIOKATM30BAJIOCH B ITpa-
BOM TIpeJiCepIHH.

Bricokyio yacToTy OOHApyXeHMs TUTIep-
5XOTeHHOTO BKIIOYEHHS, IPUBOANMYIO HEKO-
TOPBIMM ABTOPAMM, TPYIHO OOBICHUTD. [1o-
BUIMMOMY, OHA MOXeT ObITh CB3aHA C OCO-
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OeHHOCTAMHU BEIOOPA IIMATHOCTHYECKOIO KPH-
Tepusi, TAK KaK 3TH aBTOPbI OOBIYHO KOHCTA-
TUPYIOT TUTIePSXOreHHbIe BKITIOUeHUS OT | MM.
Jpyroit BO3MOXKHOM TPUYHHON TIPUBOAMMOIA
BBICOKOM YacTOTHl OOHAPYXKEHUA TUITEPIXO-
TeHHOTO BKIIIOUEHMW S MOTYT OBITE CPOKH 00CIIe-
nopanus. Tak, R. Achiron u coast. |11] nipu
o0cnenoBaHmu 22 14 manmeHTOK HU3KOT O PHC-
KA C MOMOLLBIO TPAaHCBATMHAIEHOM 3X0rpadyun
B 13—16Heny 163 (7,4% ) r0N0R BEIIRATA TH-
Tep3XoreHHOe BKITIOUeH e B XKeJTyIouKax cep-
JII1A TIJI0/Ia, HO y3Ke TIpH TIOBTOPHOM HCCIeI0-
BaHMM B 20—22 Hem B 59,5% ciyvyaeB rurep-
H5XOTeHHOe BKIIOYeHKWe He BU3YaIu3MpoBa-
J10Ck. | loaToMy yacToTa OOHAPYKEHMS TUIIEP-
5XOreHHOI0 BKJTIOUEHHUSI B JKeITyI0uKax cepyi-
11a TUIOJA TIPH CKPHHWHTOBOM MCCHEOBAHHUA
BO BTOPOM TpHMecTpe GepeMeHHOCTH cocTa-
Bra 3,0%.

CornacHo pe3ynbTaTaM HeTAaBHO OTTYOIH-
KOBAaHHOIO 0030pa cTateil, MOCBALIEHHBIX
TUTep3XOoreHHOMY (DOKYCY B XeJyaouKax
cepnua rofa (334 vabmopeHHs ), yacToTa
ero obHapyxxeHWs pu oOcnegoBaHuu 13 493
TIAIIEHTOK COCTABMIIA B cpemHeM 2.5% |18].

Ocroervte npurgunst ouazrocmuru. I'irep-
5XOreHHOe BKIIHOYEHHe OOBIMHO OLIEHHBAIOT
TIPH M3YYeHUH YeTHIPEXKAME PHOTO Cpe3sa cep-
Jia moaa. PoKyc CUMTaroT TMIEPIXOreHHBIM
B TeX CJIy4asx, KOIJIA ero 5XOreHHOCTh CXOXa
WIH BBILIE SXOTEHHOCTH KOCTel I11ofia (puc.
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3.30). BkmoueHHe JOKHO OBITH OKPYIIION
(hopMBI 1, CITM OHO IPHU CKAHUPOBAHWU BAPY -
TO TUTOCKOCTH MPHOOpeTaeT BBITIHYTYIO (pop-
MY, €T0 He CJIefIyeT paCCMaTPHUBATh KaK «TOJTb-
GBIl Msau». [TosToOMy OKOHUYATETBHOE CYXIe-
HHE O TUTMEPIXOTeHHOM BKITIOUEHHH AeNaloT
TOJIBKO TOCJIe MOJIYUYeHWS ero M300paxeHus
B HECKONBKHX TUIOCKOCTSX. PasMepbl (Goky-
ca 00BIYHO BapeUPYIOT OT 1 10 6 MM.

B GonbLIMHCTBe CyvaeB OTMEUAKoTCH O~
HOYHBIE TUTIEP3XOreHHBIE BKITIOUEH W BJIEBOM
xenynouke. B riccnenopanmsix B. Petrikovsky
1 coanT. [19] B 9 13 65 ciyuaeB rurepsxoreH-
Hble BKJTIOYEHW A UMENTH HeOObIYHBIE pasMepel,
GopMy M JIOKATH3YLIHIO. ¥ 3 TUIOOOB pasMepEl
(hokyca coctapiimm 7—9 MM, ¥ 4 — BKITIOUEHUSA
OBLTH B 000MX JKeNyTouKax, y OMHOrO — OTMe-
YeHbI ABa (POKYCa B OITHOM KeJTyI04Ke, 4 Y I10C-
JIeJTHETO — TPH BKJTFOYEHH .

Ecmecmeennoe mevenue. Jlinamitueckoe
sxorpadgrueckoe HabmoaeHWe, TipoBeeHHoe B.
Petrikovsky u coasr. |7], nokasano, uro B 36%
CJIyyaeB OTMeYeHO yBeJIHUeHH e pa3MepoB Irie-
POXOreHHOro BKITIOYEHMSI B 3KeJTyI0UKAaX cepia

Puc. 3.30. YersipexkamMepHEIi cpes cepiiia rUioga. B ne-
BOM MKETYJIOTKE BHICH THIICPIXOTEHHBIH (hOKYC.

wiona, B 12% — ymeHblieHne 1 B 51% Habmo-
JieHHiTHe OBbLTO BBISIRTEHO M3MeHEHHE pazMepoR
(okyca. XOTA B 9TOM HCCIENOBAHUH TUITEPIXO-
TeHHBIN HOKYC OB IMOATBEPIKIEH TTPH SXOKAp-
auorpadguueckoM UCCIeIoBAHUHN Y BCeX HOBO-
POXKIEHHBIX, ApYrHe MCCeIoBaTenid cooldia-
FOT O €I'0 UCUE3HOBEHHH JI0 poIoB B 95% ciy-
yaen [9] wiM 06 OTCYTCTBHH B HEOHATATBHOM
niepuone B 40—72% HadbmoneHuii [4, 5, 8].

Tabnuua 3.1. Yactora obHapyXeHUs 1 NOKaNU3aLns rnepaxoreHHoro BKIKYeHW:

B Xenyaoukax cepfla nnoaa
ABTOPBI YacTtora Nokanuzauws BknioveHns, %
0BHapyxeHus, % JIK K JACHTK

L. Allan, 1986 [1] 2 100 - -
A. Schechter u coaer., 1987 [2] 3,5 100 - =
D. Levy, M. Mintz, 1988 [3] 20,3 a1,b - 8,5
M. Mengenes, 1994 [4] 2,4 100 - -
H. How u coager., 1994 [5] 0,46 96 -

B. Benacerraf, 1995 [6] 4,9 100 - -
B. Petrikovsky v coagT., 1995 [7] 3,6 92,8 4.8 2,4
G. Dildy v coaBr., 1996 [8] 49 = = =
R. Merati n coast., 1996 [9] 3,2 - - -
J. Simpson v coaet,, 1996 [10] 6,9 60 7 33
R. Achiron v coaBr., 1997 [11] 7,4 31 4,9
D. Bettelheim 1 coast., 1997 [12] 1,6 - - -
C. Kahler v coabr., 1997 [13] 8,3 7.4 19,4 3,2
M. Odeh v coaer., 1997 [14] 2.1 96,4 - 3,6
B. Bromley 1 coaer., 1998 [15] - 87,6 4,8 7,6
J. Manning u coaer., 1998 [16] 2,7 100 - -

MpumedaHna: JK — nesriii xenynouek; MK — npaBwlii Xenynovek.
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TaGnuua 3.2. Yactota o6HapyxeHnst XpoMOCOMHBIX
aHoOManViA y MNOAOB C MMNEP3X0reHHbIM
BKMIKOMEHWEM B Xenyaoukax cepaua

Hacrora
ABTOp XPOMOCOMHEIX
aHoManuia, %
L. Allan, 1986 [1] 0
A. Schechter v coaer., 1987 [2] 3,8
M. Mepoeepee, 1994 [4] 56
B. Benacerraf, 1995 [6] 18
B. Bromley » coaet., 1995 [21] 6,1
B. Petrikovsky 1 coaBT., 1995 [7] 0
M. Bronshtein u coaeT., 1996 [22] 11,1
J. Simpson v coaer., 1996 [10] 0,9
R. Achiron 1 coaer., 1997 [11] 0
D. Bettelheim v coasr., 1997 [12] 0
I. Chatzipapas wn coasr., 1997 [23] 20
C. Kahler v coaer., 1997 [13] 1,7
A. Mejides 1 coneT., 1997 [24] 1,9
M. Odeh 1 coaBrt., 1997 [14] 0
B. Bromley v coaert., 1998 [15] 4.8

Tenernura. BonbIIMHCTBO UCCHeOOBaTENEMN
PACLIEHMBAIOT THITEPIXOreHHbIH (OKYC B Xe-
JIyIOUKax cepila rjojaa Kak gobpokaye-
CTBEHHYIO HaXOAKY, OIHAKO yXe B TMepPBOM
HCcCIeJOBAHHN OBlIa 0OHAapyKeHAa TPHCOMUS
21 y opHOTO M3 26 TUIOAOB € BHYTPUCEPaEY-
HBIM THTIepaXoreHHbIM hokycom [2]. Crumy-
JIOM K M3YYeHUIO YaCTOThl BCTpeUaeMOCTH
XPOMOCOMHBIX AHOMAJTHI TTPH TUTIEPIXOTeH-
HOM BKJTIOYEHMM B XeJyI0uKax cepaua ruio-
Jia rocityxuna padota D. Roberts u D. Genest
[20]. UMu B XoOe MaToIoroaHaTOMHAYeCKHX
HCCNIeNOBAaHWI OBUTO YCTAHOBIIEHO, UTO Y
TUTOZIOB € aHAYTUIOHAMEH 3HAUMTEIbHO Yalie
HaOmogaeTcsl KaTbLM(pUKALMS Tarmdsp-
HBIX MBI (TprcoMUd 21 — 16%, TpHcOMUE
13 — 39%) 10 cpaBHEHUIO ¢ KOHTPOJIBHOI
rpyrioit (2%). B Tabmitie 3.2 mpecTaBIeHE
pesynbTaThl 0OHAPYKEHUI XPOMOCOMHBIX
AHOMAIMI ¥ TUIOAOB C THUIEeP3XOreHHBIM
BKITIOUEHHEM B XKENyI0YKaX Cep/lia.

JlaHHbIe, MpUBeIeHHBIE B TA0MLIE 3.2, yKa-
3BIBAIOT HA HATTMYHE 3HAYMTENBHBIX PaszIuyiii
YACTOTHI BBISBIIEHHU A XPOMOCOMHBIX AHOMATHIA
MpU TUrepsxoreHHoM (pokyce. B IByX ripeHa-
TAJTbHBIX NCCTIEAOBAHMSX ObLIA TIPOIEMOHCTPH-
POBaHA BLICOKAsI YacTOTa 0OHAPYKeHMs THTTe-

PIXOreHHOro (oK YCa y IIONOB € XPOMOCOMHBI-
mu epektamu. C. Lehman u coasr. [25] orme-
THJIM THIIeP5XOTeHHbIH (POKYC KaK OmHY 13
HauboJiee YacThIX YILTPA3BYKOBBIX HAXOMOK
npu TpucoMun 13 (y 10 13 33 oo, 30%). B
JIPYTOM MCCeI0BAHNM TMITepIXOreHHbIN (o-
Kyc ObU1 BeigBIeH ¥ 7 13 36 (19%) 1uionos ¢
Pa3TMUHBIMM TPHCOMISIMHU [26].

B. Benacerraf [6] npeniaraeT paccMaTpu-
BATh TUINEPIXOreHHOE BKITIOUeHUe B XKeJTyI04-
Kax cepJiLia Iioa Jaxe B U30IHPOBAHHOM CO-
CTOSTHMM KakK 3xorpaduueckiii MapKep Xpo-
MOCOMHBIX iecheKTOB. CornmacHo pe3yabTaraM,
TOJyYeHHBIM B ee LIEHTpe, Y TIALIMEHTOK B BO3-
pacte 35 JieT M cTapiiie Ipy HaTHIHMK THIepa-
XoreHHoro ¢okyca y roga XpoMoCOMHBIE
aHOMaJIMH oTMedeHBI B 6,4% HabmomeHmit,
TOTAA KaK Y [MALIMEHTOK MOJIOXe 35 jieT — ToJIb-
KO B 3,6% cnyvadax (pasivyus JOCTOBEPHBI)
[15]. Toneko y 1 m3 14 1UI00B ¢ XpOMOCOM-
HBIMHM aHOMATTHSIMM TUTTep3XoreHHbIH (OoKyC
ObLT AMHCTBEHHOM HAXOAKOM Y ralMeHTKI 41
roga. [Tpu u3y4eHH ciyyaeB U30JIMPOBAHHO-
ro oKyca y NnaluMeHTOK B Bo3pacTe 35 JieT U
CTapilie pUCK posKaeHU s peGeHKa C XpOMOCOM-
HOIT aHOManHeit cHikaercst ¢ 6,4% mo 0,8%, a
Y MOJIOABIX TIALIMEeHTOK — ¢ 33,6% no 0%. Cpe-
JIA COYeTAHHBIX U3MEHEHHI Haubolee 4acTo
OTMEYEHBI TUITepIXOTre HHbII KUIIeYHUK (5 13
13 cnyuaeB) M U30BLITOUHAS 1IEMHAS CKITAIKA
(7 3 13). Cpenu XxpoOMOCOMHEBIX Jle(heKTOB
npeobnamana tpucomud 21 (11 u3 14).

B Ipyrux vccreloBaHUAX THITE PIXOTeH-
HbI€ BKJTIOUEHWS B XeJTyI0UKax cepiia Tuo-
Ja ObUTM OOHapyKeHBI Mpy TprucoMuu 18 [4,
26], yacTHYHOM TpHUcOMHH 5q [28], cuHmpo-
me Tepuepa | 15], nomarorauu [15, 28] u
HecOanaHCHpOBAHHOM TpaHcoKauuu [10].

A. Mejides 1 coaBr. [24| mpoBeny cpaBHH-
TeNMbHOE M3YUeHHE YACTOTBI XPOMOCOMHEIX
AHOMAITAI Y TUIOOB € TUTIEPAXOTeHHBIM BKITIO-
YeHHeM B XKeJyIouKax cepua B rpyrrax Bbl-
COKOTO M HHU3KOTO pHcKa O6epeMeHHBIX TIO
BPOXIEHHOM WU HACJIEACTBEHHOI MATOJIOTHH.
B rpynmny BEICOKOro pHcKa ObITM OTHECEHBI
«BO3PACTHBIE» MALIMEHTKH, OGepeMeHHbIe C 13-
MEHEHHbBIM YPOBHEM CBIBOPOTOUYHEIX MapKe-
POB, a TaKXe CO CTPYKTYPHBIMU AHOMATHSIMHA
/WK sxorpadruecKMMI MapKepaMH XpoMO-
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COMHBIX Ae(heKTOB, OOHApY:KeHHBIMU B XOJ1e
YIIBTPa3ByKOBOI'O MicchieioBaH s rutona. I'pyr-
Ty HU3KOTO PHCKA COCTABWJIM IMAIMEHTKH C
M30TMPOBAHHBIM THMEeP3X0TeHHBIM BKITIOUE-
HHeM B KeTyIouKax cepaua rioaa. ABTopaMin
YCTAHOBJEHO, YTO B IPYIIE HU3KOIO pHCKa
YyacToTa aHRYIUIoNIMiA coctasuia 0,8%, Torna
KaK B TPYIIE BEICOKOTO pHcKa — 4,2%. Takum
obpasomM, 4acToTa XpOMOCOMHEIX JieheKTOB B
IpYIIre BEICOKOIo pyUcKa ObL1a boJiee yeM B 5 pas
BBILLIE, YeM BIPYIIIE MALIMEHTOK HA3KOTO PHCKA.
J. Wax u C. Philput [27] mpoBenm aHamms 9
OITyONIMKOBAHHBIX CTATEH C LIEJIBIO TIOMCKA 3a-
BUCHUMOCTH MEXILY JIOKATU3alHeil TUTTepaXo-
TeHHOro (oKyca M YacTOTOM XPOMOCOMHBIX
AHOMAJTHIL. AHOMAJIBHBIA KAPUOTHIT OBLT 00-
HapyxeH B 1013 217 ciyuyaeB ¢ noKam3aiiei
THTIEP3XOTeHHOTo (POKYca B TOJIOCTH JIEBOTO
XeJyIouKa, B 1 U3 18 — B IpaBoM Xenyaouke
U B3 u3 |1 — npy pacnoNoXeHUH IMIepsxo-
TeHHBIX (POKYCOB B 000MX XKeTyIoUKaxX cepalla
muoaa. Takum obpazom, XpOMOCOMHEIE AaHO-
MATHK Yallle BCEero OTMeUaloTcs NMpH pacrono-
XEHUH TUIep3XoreHHbIX (GOKYCOB B 00OMX
xenyaoukax. vV 71% 1uiofoB ¢ runepsxoreH-
HBIMHU (poKycaMH B XeJyAoukax cepiala u
AHOMAJIBHBIM KapHOTHITOM OBLITH BEIIBIEHEBI
coueTaHHble aHoMaU. KpoMe 31oro, rpH
oOHapyXeHHUH ITUnepaXoreHHbIX (GOKyCcoB
OBLTH OGHAPYKEeHBI PA3TAYHBIE BPOXKIeHHBIE
TIOpOKH cep/ilia. Bcero cTpykTypHEIE HM3Me-
HEeHWS cepJila IMarHocTHpoBaHel B 8 13 217
CIIyYaeB TpH JIOKATHU3ALNH THIEPIXOreHHO-
ro ¢oKyca B JIEBOM XKeJyaouke, B2 13 18 — B
TipaBoM XeJiyaouke U B 1 u3 11 HabmoneHmii
TIpH OMHOBPEMEHHOM PacTiONIOKeHHU THTIep3-
XOreHHBbIX (POKYCOB B 000OMX JKeJTyJIOuKax cep-
Jua rtona. Y 45% ruiofioB ¢ TUIEpIXoreHHbIM
dokycoM 1 BpoxKIeHHBIMH TTOPOKAMI CepAlla
BBISIBIIEHBI COUeTAHHBIC aHOMaMK. Bo Beex
HTUX CITYYasX TP MPeHATATEHOM KapHOTHITH-
POBaHUM BBISBIIEH AHOMAJIBHBINA KApHUOTHIT.
OnHako AaIeKo He BCeMH UCCeNoBATE S~
MH Ob1710 0GHAPYKeHO JOCTOBEpPHOE BO3pac-
TaHHWe YacTOTHl XPOMOCOMHBIX aHOMAaJHU
NpH oOHAPYXKeHUH TUITep3XOreHHOro BKITIO-
YeHWS BKeTynouKax cepiila Iiofa, 1 rnosro-
MY OHH PEKOMEHIYIOT CUMTATh €0 NoOpoKa-
yecTBeHHOI Haxonkoii |7, 12, 11, 14].

R. Achiron u coagr. [11] nporenu aHaIM3
489 HaOMIONEHMIA C TMINEP3XOreHHBIM BKIHO-
UeHHeM BKeTyI0UKAaX cep/ilia Iyioaa, ormyomi-
KOBAHHBIX B AHTJIOSI3IYHOM JTMTepaType 1 yc-
TAHOBWIH, 4TO TOJIbKO B6 (1,2% ) cnyuasx Oblia
JiMarHocTvpoBaHa TpucoMud 2 1. OnHako cta-
TUCTUYECKUI aHATTH3 TTO3BOJIUIT YCTAHOBUTS,
4TO PUCK TPUCOMHH 21 mpu oGHApyKeHWH TH-
MepPIXOTeHHOTO BKTIOUEHUS B XKeNyA0uKax
cepiiia rosa coctapisteT Tonbko 0,002%. Ha
OCHOBAHMH IMOMYYEHHBIX JAHHbBIX, ABTOPbI [~
JIAIOT BBIBOJI 00 OTCYTCTBMM HEOOXOMMMOCTI
MpOBeIeHH S TIPEHATATIBHOTO KAPHOTHITHPOBA-
HM MPU BBIABIEHUH U30JTMPOBAHHOTO THUTIEpP-
9XOTeHHOro (oKyca B XKeJyIouKax cepiua
[UTO/Ia BO BTOPOM TPUMeECTpe 6€peMEHHOCT.

Tlpenamaavnas maxmuxa. I1py oOHapyxe-
HHUM TUIEPAIXOTeHHOIO BKIIOYEHHA B XKely-
JIOUKAX cep/ilia MOKA3aHO TIATEJIbHOEe H3yye-
HHE BCE YIBTPa3BYKOBOM aHATOMMH IUIONA
JTS1 ICKJTIOUeHM s 3X0rpahruiecKHX MapKepoB
XPOMOCOMHBIX aHOMAITHIA U SXOKap/Horpa-
(puryeckoe mccrnenoBaHue U UCKITIOYeHU
BPOX/IEHHBIX IOPOKOB cepaua. [ Tpu oOHapy-
JKeHUH COYeTaHMs TUITePIXOTEHHOTO (POKY-
ca CO CTPYKTYPHBIMM aHOMATHAMM H/HINA
VIBETPa3BYKOBEIMU MapKepaM#i XpOMOCOM-
HBIX e EeKTOB ITOKA3aHO TpeHaTabHOe Ka-
puoTUTIMpoBaHKe. B ciyuasx M301MpoBaH-
HOTO THTIEPAIXOTeHHOTO BKIIOUeHU 1 He00X0-
JIMMO TOJIBKO KOHTPOJIBHOE YIIBETPa3ByKOBOE
obcreioBaHue B TPEThEM TpUMecTpe Oepe-
MEHHOCTH U B HEOHATAILHOM TepHOJIE.
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KEAYAOUHO-KUILLIEYHbIH
TPAKT

TACTPOLLIU3UC

Onpedeaenue. TaCTPOIIU3NC — 3TO 3BEHT-
pauud OpraHoB OpIOLIHOMN ITOJOCTH (Yalue
KHUIIeYHHUKA) Yepe3 IapayMOMIHKaIbHBII
nedekTnepenHei OpromrHoi cTeHKH. [ledekT
OOBIYHO pacrioiaraeTcs crnpapa oT MyrkKa,
IpblKeBble OpraHbl He UMEIOT MeMOpaHHbI.

Yacmoma. 1'acTpoln3uc BCTpeYaeTCs C
vactoToi 0,94 Ha 10 000 HoBopoxneHHsIX [ 1].
YactoTa nopoka y 6epeMeHHBIX Mosoxe 20
JIeT BhILIEe W cocTaBidgeT 7 cinydaes Ha 10 000
HoBopoxXaeHHBIX. C KoH1a 70-x ronos B EB-
porte u CILIA coxpaHsieTcs TeHIEHLIMS K yBe-
JIMYEHUIO YACTOTHI POKIEHUWS JIeTeil ¢ ract-
polmzucoM |2, 3].

Kaaccugpurayusa. Beinenssior uomipoBaH-
HYI0 M coyeTaHHyo (opMbel. M30mMpoBaH-
HBIU racTpolIM3UC BCTpevaeTcsl vamie: Ha
Hero IpUXOANTCS B cpelHeM 79% OT Bcex
cnyuyaeB. M30mupoBaHHBIN racTpOIIM3UC
TIpeuMYIIIeCTBEHHO OTMEYAETCS ¥ MOJIOIBIX
MaTepeid. CodyeTaHHad (GhopMa BEIABILETCS B
10—30% cnydyaeB W yale Bcero IpecTaBis -
eT KOMOMHALIMIO TACTPOIIM3HCA C aTpe3reil
WM CTEHO30M KMIlleuyHHKa. Cpenu Opyrux

AHOMAJMIH OIMUCAHBl BPOXIACHHBIE TIOPOKH
cepala ¥ MOYEBBLICIIUTEIbHON CHCTEMEL,

cuHapom prune belly, riaporiedamis, Maro-
1 MHOTOBOIME |4, 5].

Ocnoenvte npunyunvt duazrnocmuxu. Ipe-
HaTaJIbHAY YIETPA3BYKOBAs JUATHOCTHKA T~
CTPOIIM3UCA OOBIYHO OCHOBBLIBAETCS HA BU-
3yaJIM3all i TeTeJib KMINeYHMKa B AMHHUOTH-
YeCKOM KUIKOCTH BOJIM3H TiepeIHel OprolLi-
HOM cTeHKH rona (puc. 4.1). B HEKOTOpBIX
CIy4asix MTOMHUMO MeTeJTb KMIIIeUHHWKA 3a TIpe-
J[esiaMu OpIOIITHOM IMONOCTH MOTYT HAXOIUTh-
cs U apyrude oprassl (puc. 4.2). TouHocTs
VABTPA3BYKOBOM IIMArHOCTHKM FacTpOLIH3H-
ca BO BTOPOM M TpeTheM TpuMecTpax Oepe-
MEeHHOCTH BapsupyeT oT 70 1o 95% wn 3aBu-
CHUT OT CpPOKA IecTalliH, IMOJIOXKEeHH TUIoHA,
pasMepoB JiepeKTa U KOJIUYeCTBA OPraHos,
HAXOMAILIMXCY 3a TIpefenaMu OpIoITHOM T10-
nToctu [6, 7].B mmTepaType ONMHCAHEI
KTHHUYeCKHe HAOMIOIeHH TACTPOIIIM3UCA Y
HOBOPOXIEHHBIX ¢ He3HAYMTEJIbHEIM pac-
MOJIOXeHWeM [eTellb KHIIeYHWKa BHE
OpIONTHOI MONOCTH, & B TIPEHATATLHOM TIe-
puopae ObL1a OTMeUeHAa HOpMaJIbHAs YIbTpa-
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Puc. 4.1. Tacrponmsme. B aMHMOTHYECKOH KITKOCTH
BHHEL pacIMPeHHBIE TETIH KHITIPTHHKA TLIONA.

3BYKOBasg aHaTtoMud rutoja.Creayet no-
MHHTB, YTO B pe3yJibTaTe MAJIbpOTAI[MH pac-
TTOJIOZKEHIIE JKeJTyIKa IJ10/1a MOXKeT OBITb U3~
meHeHo. Hepenko nmpu racTpolimsuce BhIsB-
JISIOTCSL pacllMpeHHble TIeT/IM KUIeYHUKA.
Jnnaraumsa KUIIeuyHUKa He YKa3hIBaeT Ha ero
OﬁCT]JYICLE[/H-O, a ABJIdeTcs cnencrBriemM HIle-
MuH. CTeHKA KUIIKH IIpH 3TOM 00BITHO
YTOJIIEHA.

I'actponmsuc TpebyeT nHd e peHIHATBHOM
JIMArHOCTHKH ¢ oMcaniowiesie (Tabmiua) [§].

Pannas npenamasvnan duazHocmuka.
Haubonee paHHs4 npeHaTaIbHas YIbTpasBy-
KOBad JMAarHOCTHKA racTpolmsumca ¢ rmoMo-
LK TpaHCBAaIrHHAJIBHON sxorpaduy 6blia
ocyuiectBieHa B 12,4 ven [9]. B Gonbums-
CTBE CIIYYaeB MUATHO3 YCTAHABIMBAETCS BO
BTOPOM TpHUMeCTpe 6epeMeHHOCTH, TAK KakK
B paHHHe cpoKH (10— 13 Her) BO3MOXHA JIOX-

Puc. 4.2. T'actpormisme. Oprads! GploNTHOM MOJIOCTH
TIONA PACTIONATAIOTCS B AMHHOTHIECKOI KIMTKOCTH.

HOITOJIOKHTENEHAA JHATHOCTHKA B CBHA3H C
HaJIMYMeM y 1Uosia GHU3HOoNOrHYecKoi K-
LIeyHOk rpblkH | 10].

Tenemuxa. BoNbIIMHCTBO CMy4YaeB U30JM-
POBAHHOT'O FACTPOLLIM3KMCA SABJIIOTCS CIIopa-
JAUECKMMU M UIMEeIOT HU3KIIA PUCK TTOBTOpe-
Hud. B cryyasix ceMeifHOTO HacleIoBaHUS
PUCK TTOBTOPSIEMOCTH JIJIsI CHOCOB COCTABIIS -
et 3,5% | 18]. YacToTa XpOMOCOMHBIX aHOMA-
JIUIA TIPU TacTPOLLIM3KUCE He TpeRbILIaeT 10-
OyIsuoHHYyo [19].

Ilpenamaasnas maxmuxa u npoenos. 06-
LM TIPOTHO3 T4 HOBOPOXKIEHHBIX C M30JIU-
POBAHHBIM TACTPOLIHIHCOM OIarornpHATHRIN:
BbDKMBAOT Oonee 90% mereit. [Ipu mponoHTy-
poBaHKHM OepeMEHHOCTH TAKTHKA BEAEHHA BO
BTOPOM TpHUMeCTpe 0COOEHHOCTEM He MMEET.
B cpisK ¢ HU3KOI YacToTol coveTaHus U30-

Tabmnuua. [iuddepeHupanbHas aarHocTka omdanolene 1 racTpolnanca

SrorpadnHecknii NpraHak Oracpanouene [acTpowmanc
I'pbiKeBOR MeLLOK + -
[NpykpernneHue NynoBvHLI K IpbiKeBoOMy K NepenHei 6protlHoi
MELLKY CTeHke
JNokanwaaums pedexra nynoyHoe yalle npaeas napaym-
KONbLO GunukankHas obnacTe
Yactoe coqetaHne ¢ ApyrimMm + -
NopoKamMu U XPOMOCOMHEIMUN
aHoManusaMI
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JIMPOBAHHOTO TACTPOLLIM3HCA C XPOMOCOMHEI-
MM abeppaliaMH OT [PeHATATBHOTO KAPUOTH-
TMHPOBaHKS MOXXHO Bo3aepXkathes. B TpeTbem
TprMecTpe GepeMeHHOCTH HeoOX0OMMO TIpOo-
BOJWTH JMHAMMYECKYIO OLIEHKY (PYHKIIHMO-
HAJIBHOTO COCTOSHMA TUIOJIA, MOCKOJIBKY Yac-
TOTA JUCTPECCa IPH TaCTPOLLM3KCE IOCTATOY-
HO BhICOKa M B 23—50% cnyuaeB ¢opMupy-
eTCsl 3a1epXKKa BHYTPHYTPOOHOTO pa3sBUTHS
rutoaa [11]. Ipu rosigeHUH THIATALTHM TTe-
TeJIb KALIEYHHKA CIEelWTh ¢ pojopasperie-
HHMEM He cle/lyeT B CBSI3U C TeM, UTO:

1) He y BcexX TUIOMIOB € AWJIATUPOBAHHBIM
KWILIEYHWKOM OTMeYaeTcd ero rnopa-
KeHUe;

2) Y HEKOTOPBIX HOBOPOXIEHHBIX € IOpa-
XeHHeM KHUIIeYHWKA OUIaTalus He
BBISIBIISIETCS BIIPEHATATIEHOM ITEPHOLIE;

3) ropaxeHHe KUIIEUHHKA MOXET ITOSB-
JIATBCH O TIepHOJIa CO3peBaHMA JIETKHX;

4) B clyJasix, KoTAaa JUAaTaims KUeaTHn-
Ka KOppenupyeT ¢ MOCTHATATLHOM 3a-
00JIEBAEMOCTEIO, BJTIOO0E BpeM4 MOXET
notTpeboBaTecs peszekuud [12].

HecoMHEeHHO TOJILKO OITHO: B CITYYASIX TU-
JaTaruy KHMIeyHnka domnee 17 MM aTpesus u
MeKOHHeBEIiT TIEPHUTOHHT pa3BHBAIOTCHA Yallle
M, COOTBETCTBEHHO, TMepUHATAIBHBIN MpO-
THO3 CTAHOBHUTCH XyXe, IOCKOJIBKY BO3pac-
TAeT YaCTOTAa [TOCTHATANEHOM 3ab0meBaeMo-
CTU U cMepTHOCTH [13, 14].

B GonpLmHeTBe MpoBeAeHHBIX UCCIeoBa-
HUi1 66110 MPOAEMOHCTPHPOBAHO, YUTO TIPHU Ta-
CTPOIIIN3NCE Y TUTONIA pOfiopa3pellieHHe ITyTeM
orepalvi KecapeBpa ceueHHs He OKA3bIBAeTCy-
1IIECTBEHHOTO BAMAHMA HA TIOCTHATAJIBHYTO 3a-
OoJleBaeMoCTh M CMEPTHOCTB, 4 pojiopaspelLe-
HHE Yepes eCTeCTBEHHBIE POJIOBLIE ITYTH HE CO-
TIpOBOXIAeTCsl 6omee XyaIIMMHA TOCTHATATE-
HBIMU McxomaMi [15. 16]. B To xe BpeMsi. TIpH
pacronoxeHun OONBIIEH YACTH MeYeHH TUI0-
Jia 3a npegenaMy OproLHOM 1MoNMocTH O0Mb-
ITMHCTBO TIEPUHATOJIOTOB [PEAITOYUTAIOT
TIPOM3BOAUTEL KecapeBo ceueHue [17].

OCHOBHBIMM MPUYMHAMM MepUHATATBHOMN
3a0011eBaeMOCTH M CMEPTHOCTH MPH racTpo-
MIU3KCE ABIAIOTCH COYeTAHHBIE AHOMATHIA W
HeIOHOIIEHHOCTh. Cpei ApyTHX OCNIOXKHE -
HHUI CTie/TyeT BHIJICIUTH aTPe3kio U MaibpoTa-

MO KUILIEYHHWKA, MAJTO- ¥ MHOTOBOJIME, Me-
KOHMEBBII ITe pUTOHUT M AcUUT. CyLLIECTBEHHO
YXVAIIAeT TMPOTHO3 MPH TACTPOIIN3HCE HATH-
qype 3aaepXKH BHYTPUYTPOOHOTO pa3sBUTHS
[11]. I1pm aTpe3sr KullleUHWKA MPOTHO3 I
JKHM3HH e1lie XyKe, MOCKOJBKY BEIKUBAEMOCTD
cocTapger ToibkKo 40% [20].

Taxmuxa e neonamaasrom nepuode. Pono-
paszpelneHre Ipy oOHAPYKeHWH Y TUTO[A Ta-
CTPOLLIM3UCA CIIeyeT OCYLIECTRISTh B perv-
OHATBHOM TIepHHATATIBHOM LIEHTPE C I1ocHe-
JIYIOIITUM TIEPEBOAOM B CTIEL[UATH3NPOBAH-
HO€ XMPYPrUiYecKoe OTAeIeHHe. YCITen-
HOCTbH OTepalHK 10 3aKPBITUIO JedeKTa re-
pefHell OpIOIIHOI CTEHKH 3aBUCHT OT 00be-
Ma KHIIeYHWKA, TTO3TOMY BAXKHO OCYIIECTB-
JITh IEKOMITpecCHIo Xxenynka. s ymeHb-
[IEHUS TIOTepH XUIAKOCTH M TIOfIe pXKaHUs
TEIJIOBOTO peXruMa HOBOPOXKIEHHOrO 1ieJie-
coobpaszHo noMeraTs B Kiopes. He cienyer
00epTHIBATH MEeTIN KUIIeUHUKA Mapeil, Tak
KAK 3TO MOXET MPUBOINTH K CKJIEMBAHUIO €€
C KMILIEYHUKOM M BBI3BIBATH €TI0 MOBpeXKie-
Hue. Jlaxke Mpy HOPpMaJIbHOM COCTOSTHUM KM~
[IEYHUKA MPH POXKIEHUH B MOCTHATAILHOM
nepuone OLICTPO PAZBUBAIOTCS MIIIEMHYEC-
KHe¢ M3MEHEeHHA BCNEOCTBHME PACTAXKEeHHA,
OTeKa WU ClIaBJIeHUA €ro reTesb, Mo3ToMy
KOHCYJIbTALIMIO AETCKOIO XMpypra HeoOXo-
JIIMO TIPOBOJIMTS B IT€ PBhIE YACKHI TTOCTTE POXK-
Jenud. JIns npodUnakTMKI OCIOXHEHHH B
HEOHATAJIbHOM ITepHo/ie LielecoobpasHo Ha-
3HaYeHWe aHTUOMOTHKOB W BHYTPUBEHHOTO
BBeZIEHUS pACTBOPOB. JIOCTATOUHO YACTO A1
BO3MEIIEHHS TMOTepH 0eTKOB HA3HAYAIOT
anmsOyMHH M3 pacueTa 20 MJI/KT.

Memckaa xupypeus. OObIYHO Orepanua
MMPOBOJMTCS B MEPBBIE 24 Yaca Iocjie poX-
AeH1s. B O0IBIIMHCTBE CITydaeB 3aKPHITh [e-
(exT ymaeTcsa B ONIWH 5Tarl, pexe —TpedyeT-
Cs1 HECKOJIBKO 3TaroB. OraaieHHble UCXOMbI
3aBUCSIT OT COUETAHHBIX AHOMATIHIT M, TIPEX-
Jie BCEro, OT HAJTWUMS aTpe3uH KUIIeYHHKA.
DyHKIM KUIIeYHHKa OOBIYHO BOCCTAHAB-
JIMBaeTCs B TeueHUe 2—3 HeJl Tocie 3aKphl-
THY AedeKTa nepeaHeil OPIOLIHON CTEHKH 1
5TOT Tepuon TpebyeT nmpoBeaeHUs cOanaH-
CHPOBAHHOTO TAPEHTePATHLHOTO MTATAHMSL.
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OM®DAJIOLIEJIE

Onpedesenue. OMmbanorene BO3HUKAET B
pesyibTaTe HeBO3BpAllEHHUA OpraHoB OproL-
HOM IMONIOCTH M3 AMHHUOTHYECKOI IOJIOCTH Ye-
pe3 mynouHoe Konbilo. B coctas omganonene
MOTYT BXOOWTB JIFOOBIE BUCLIePAJTbHBIE OpTaHbL.
PasMepsl rppikeBoro oOpasoBaH A Orpejiess-
FOTCS COLEPKHUMBIM I'PbLKEBOro Mellka. B or-
JIMUME OT TacTpoLIM3Kca ompanolesne uMeeT
MeMOpaHy, 1o OOKOBOI ITOBe PXHOCTH KOTOPOI
TIPOXOAT COCY/BI ITYTTIOBHHBI.

Yacmoma. OMdanoliene BCTpeuaeTcsiC ya-
ctoroii 1 ciyyaiiHa 3 000—6 000 HoBOpOXKIEH-
HbiX [1, 2]. B panHue cpoku OepeMeHHOCTH
oMdastoLiesie JUArHOCTUPYETCS 3HAYMTEIEHO
yalle, oco6eHHO Yy TUIOAOB € paciIUpeHHBIM
BOPOTHHKOBBIM TTPOCTPAHCTBOM — 7 CITyUAeB
Ha 4116 obcnenoBaHHEIX [6].

Kraccupuranua. PaznmiuaioT U301Mpo-
BaHHYIO M coueTaHHbBIe (popMbI oMbanoLene.
HzonripoBanHas opMa BCTpeyaeTcsl pexe
(mo 50% Bcex cmyvaen). [Touru B 70% ciyua-
eB oManoresie MOXeT COYeTaThCs ¢ APYTH-
MH CTPYKTYPHBIMUH AHOMAIHIMH , XDOMOCOM-
HEBEIMH fieheKTaM1 U HACTIE/IC TREHHBIMU CHH-
npomamu [2—5].

Ocnoenvie npunyunst duaenocmuru. [Tpe-
HaTalbHAas YJIbTPAa3BYKOBas JUAarHOCTHUKA
oMdarolienie OCHOBaHA Ha 0OHApYXeHUM 00-
pa3oBaHM OKPYIIOM WIH OBAJIBHOM (POPMBI,
3aMOJIHEHHOIO opraHaMM OpIOLLIHOM Monoc-
TH U NPHUMBIKAKOLIETO HETIOCPEACTBEHHO K
niepeHeli 6prolHol creHKe (puc. 4.3). Han-
007ee 4acTo B COCTAB TPHIKEBOTO COACPXKHU-
MOTO BXOOAT IMEeTIW KUIIEYHWKA W IeYeHb
(puc. 4.4, 4.5). ITynioBHHA TIPUKpPETLIAETCA
HeMoCpeACTBeHHO K TPhlKeBOMY MelIKy. B
CIy4asiX 3aTPyIHEHHOM BU3YAIU3AL[H COCY-
JIOB IIYTIOBUHBI CIIeYET JOIMOIHUTENIEHO MC-
TOJIb30BATH LIBETOBOE JIONILIEPOBCKOE Kap-
TupoBaHue. Ombanolene HauboJiee YacTo
COUYETAETCSI C BPOXK/IeHHBIMM MOPOKAMU Cep-
J1a, UeHTpaJIbHOI HEPBHOM 1 MOYETIOJIOBOM
CHCTEM, XPOMOCOMHBIMH NedeKTaMu, mrad-
ParMaJIbHOM IpblKeid, cKeJIeTHBIMH JUCTTIA3H -

W&/ SELECTED OTHER PRIOR

Puc. 4.3. bepementoets 14 15 nen. TpaHcBarHHaNBHOE
CKaHHpoBaHHAe. 1 — oManonene; 2 — MoTepedHoe ce-
yeHHe OpIoNIHOI MOJIOCTH ILI0AA.

Pue. 4.4, Omdpanoniene. B rpsxeBoM MEITIKE BHITHE ST~
JTH KHITICTHHKA.

q-
A

-

Puic. 4.5. Omdasioniene. B rpebkeBoM MeNIKe BHIHA Tie-
YeHb.
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SIMUA W eIMHCTBEHHOM apTepHell yITOBHUHEI
[7, 8]. CnepyeT Tak:ke OTMETUTE M BEICOKYIO
YACTOTY BOBHUKHOBEHUSI 3318 P3KKHU BHYTPU-
yIpoOHOTO pa3sBUTHS TUTOAA MPH HATAYHHA
omdanouene [2], a Takxke OONBIIYIO BEpOST
HOCTB MpexXaeBpeMEeHHEBIX POJIOB.

Pannnasa npenamaavnas duaenocmuxa. B
HEKOTOPBIX CITydasix MpeHATATbLHBIN TUArHO3
MOKeT OBITh YCTAHOBJIEH B KOHIIE TEepPBOIo
TpuMecTpa GepemeHHocTH [9, 10], X0T4 B
OonblIMHCTBEe HaOmogeHuit omdanoiesne
BBISIBIISIETCSI BO BTOpOM TpuMecTpe. Bo 130e-
JKAHUE JIOXKHOIOJOXHUTEJIBHBIX JIMATHO30B
cleyeT MOMHWTE, 4TO B 10—13 Hel MOXeT
HabmonaTecs QU3MONOIHUeCcKasd KUILeaHad
rpeika (puc. 4.6) [11].

G.ORIB  Uorp ropses vanssstin | & kisi risds
Kappre *4
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I gea
1

Puc. 4.6. bepementocts 10—11 nven, Crpenkoii ykazaHa
(hBHoIOrNTeCKas KHITIEHHAs! TPBIKA.

T'enermuxa. Hanibonee yacTeIMM XpoMO-
COMHBIMU abepparlMAMK MPH COYETAHHOM
oMmbanolene ABIAKOTCA TpUCOMHU 13 1 18
[14]. Cpeny criopagyecKux HapyLIeHWit, Co-
yeTawlInxcs ¢ omdanoliesne, cleayeT OTMe-
THTb CHHIPOM aMHHUOTHYECKHUX THKEH, aHO-
MAJTHIO pa3BUTUA cTeOnd Tena, neHTany Kan-
Tpemna. K HacTosiieMy BpeMeHU OIMHCAHO
0K0Ji0 30 CMHAPOMOB C Pa3JIMYHBLIM TUIIOM
HacJieoBaHusl, MIPH KOTOPBIX oMaroLesne
ABageTcs oba3aTeIbBHOM cocTaBisomeit [ 15].
HauGonee yacto BeTpevaeTcs cMHApoM bek-
BUTa—BunemMaHHa, KOTOPBII MOMIMO oMa-
JiolieJie XapaKkTepu3yeTcsi MaKporjioccHel,
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opraHoMeranaveii, MHOrOBOAMEM, 4 TAKXKe
HeoHATATBLHOM THITOT TMKeMUe U ITOBBILIEeH-
HOI1 TIpeapacIioNoXeHHOCThIO K abaoMu-
HaJIBHBIM oryxoJisM | 16, 17].

lIpenamaavras maxmuxa u npoeros. I1pu
oOHapyxeHHH om(asoLesie Cleayer IpoBec-
TH TIIATENIBHYIO OLIEHKY AaHATOMWM TUIOAA JUISI
HCKJTIOUEHNST COUeTAHHBIX BPOXKIEHHBIX ITOPO-
KOB, HATHYHE KOTOPBIX 3HAYMUTEITBHO YXY/I11IAa-
€T MporHo3. Bo Beex ciydyadax rmoKasaHo rpe-
HaTalbHOE KapUOTUITHPOBAHNE, TIOCKOJBKY
YacTOTa XPOMOCOMHBIX abe ppaliiii mpu omdga-
Jioweste Beicoka. Jlaxe rpu OTCYTCTBHMU coYe-
TAHHBIX aHOMAHI HeOOXOMMM JTMHAMMHYEC-
KU KOHTPOJTb 33 COCTOSTHUEM TUIO/IA BTPETHEM
TpuMecTpe OepeMeHHOCTH, TaK Kak MpH 3TOM
TIOPOKE HEePeJIKO OTMEYAeTCsI 3a1ePXKKa BHYT-
puyTpoOHOro passutUd. ITpH rocTaHoOBKe -
4rHo3a 3a/Iep>KKH pasBUTHUA CeNyeT YUUThI-
BaTh, UTO (peToMeTpHs TIpH oM(anoliene He 00-
JIaNiaeT BBICOKOH TOYHOCTHIO, TIOCKOMBKY 1A~
MeTp OpIOLIHOM ITOJIOCTH TIONA 3HAYHTEIEHO
M3MeHeH. MeToj1 pofopaspelleH s He OKa3bl-
BAeT CYLIECTBEHHOTO BJIMSHKS HA [TOCTHATA -
HBIi ucxon [12, 13].

PaznooOpazyie peHOTHITHUECKHX TIPOSIB-
JIEHWH pasIMuHbIX CHHAPOMOB JieNlaeT abco-
JIIOTHO HEOOXOMMON KOHCYJIBTALIAIO OIbIT-
HOT0 CUHAPOMOJIOTa MPH BBISIBIEHUH B TIpe-
HaTaTBHOM TlepHojie ompanoliiesie B COUeTa-
HHU C IPYTUMM aHOMAJIMAMU pa3BUuTHs. bes
3HAHMWA BUJA CHHAPOMA U THUIA HaclleoBa-
HUS HEBO3MOXKHO PAcCUMTATh PHUCK TOBTO-
peHwUsI TIATONIOTHH U TIPABUIEHO BEIpA0OTATE
aKkylepcKyio Taktuky. Hampumep, yrmoms-
HYTBIN BIIE cCUHApoM bekButa—BuiemaH-
Ha MOXeT ObITb CITOPATNYECKHUM, AYyTOCOM-
HO-/JIOMHHAHTHBIM, & TAKKe BOZHHMKATE BTO-
PUYHO B pe3yibTaTe POOAMTENILCKOM JHCO-
MHH.

Taxmuxa ¢ neonama.onom nepuode. I'lpn
obHapyXeHHH y TU101a oM dasioliesie poaopas-
pelleHue cieayeT OCYLIeCTBIATh B perio-
HAJTBHOM MepUHATATHEHOM LIEHTpe C TToCTe/1y-
IOLIUM MepeBOAOM HOBOPOXIEHHOTO B CIie-
IMATU3NPOBAHHOE XMPYPriuecKoe OTaele-
Hue. JI71si yMeHbIIeHHS TIOTepr XWIKOCTA U
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NOVIePKaHUA TEMJIOBOTO peXUMa HOBOPOXK-
JIEHHOTO LieJiecoo0pasHo MOMeLLATs B KIOBe3.
B npenornepanmoHHOM neproae HeoOXoauMo
MCIIONbL30BaTh BHYTpHBeHHOe BBeaeHue 10%
pacTtBopa gekcTpo3sl BMecTe ¢ (,25% u3oTo-
HHUYECKHUM pacTBOPOM M3 pacuera 120 Ma/Kr B
JeHb, a TaKKe AHTUOMOTUKH ¢ TTPOQUMIAKTH -
yecKoi 1esio. HoBopoxxaeHHBIM ¢ CHHIpPO-
MoM bekButa—BraeMaHHa MoKa3aH CTPOrHid
KOHTPOJIb 34 YPOBHEM IJTIOKO3BI.

Hemckasa xupypeus. OriepaTUBHOE Jieye-
Hue 0OBIMHO MPOBOAST B MepBhIe 24—48 ya-
COBXH3HH. B OONBIIMHCTRE CIIyYaeB 1Py OM-
danonene MaTeHBKHUX M CPeJIHUX pasMepoB
orepalio yaaeTcsl TpoBecTH B OUH 5Tarl.
bonblie pasMepbl TPHKEBOTO MeIKa Tpe-
OyIOT, KaK TpaBWUIO, MHOTO3TAITHOIT ortepa-
LK. Yerex ornepaTuBHOTO JIeUeHW 3aBUCUT
OT PazsMepoB I'PBIKEBOIO MellKa W CTereH!
THUTTIOTIIA3UM CTeHOK OpIOUTHOI TTOMOCTH.
[1pu Bemurize oMganorene A0 5 cM (Tipu go-
HOIIIEHHOI OepeMeHHOCTH) BELDKMBAEMOCTD
OrepHUpOBaHHBIX JieTeil coctapnder 90—95%.
B Tex ciyuasx, Korja BeJIMUMHA IPBIXEBOro
MEeIIKa JOCTUTAeT 8§ CM, BBIXXHBAeMOCTh
yMeHbIaeTcs 10 65—80% . I'pn Hamauiim oM-
danoresne pazmepaMu 6osee 10 ¢M BBDKMBA-
1ot Beero 15—20% peteii [18].
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ATPE3UA ITUILLLEBO/IA

Onpedeaenue. ATpe3us millieBojga — 5TO
OTCYTCTBHE ero cermMeHTa, B OOJIBILIMHCTRE
CIIYy4aceB CollpoBOXKIaollecCHd pa3sBHTHEM
TpaxeonuineBoaHoi ¢puctynsl (TTID).

Yacmoma. ATpesnd IUIIEBOJA BCTpeYa-
eTcd B CpeHeM € YacToTol 2—3 ciyyad Ha
10 000 XMBOPOXIEHHBIX W ABILCTCH OIHOIM
13 HauOoJee pacrnpoCcTpaHeHHBIX aTpe3uii
KeJIyIOUHO-KHIlleyHoro tpakTa [1, 2.

Kaaccupuxayua. Atpe3nd riiiieBosa Mo-
3KeT OBITh M30JIMPOBAHHOI MM COUeTAHHOI.
CoueTaHHas popMa XapakTe pU3yeTcsl HaIu-
YyeM JIPYIMX CTPYKTYPHBIX aHOMAIMIA, Xpo-
MOCOMHBIX Je(heKTOB WM reHeTUYeCKHX
CHHJIPOMOB.

J11s1 KTMHMYeCcKOM MPakTHKH 11eJ1eco00-
PA3HO BBLIEJATE TAKZKEe aTpe3HIO IMHMIIEBOOA
¢ HamureM TITD (90% Beex cityyaen) v Oe3
TID |3].

Ocnoenvie npurnyunst ouaznocmuru. [1pe-
HaTaJIbHad JMArHOCTUKA aTpe3yH MULlleBoa
OCHOBBIBAETCH TOJIBKO HA KOCBEHHBIX TTpH-
3HaKax, HauboJblllee 3HAYeHIEe M3 KOTOPBIX
UMeeT BU3yaTu3allis XeJIyIKa B COUeTaHUuH
¢ MmHoroBoaueM. bonee uem 2/3 cnyyaes at-
pes3uu TUIneBoaa B TpeTbeM TpuMecTpe Oepe-
MEHHOCTH COMPOBOXIAKTCH MHOTOBOUEM.
Hamiuue TII® 3aTpymHsAeT IMAaTHOCTHUKY,
nockonbKy o0bpruHO TIIP pacmonaraercs
JUCTalIbHEe MecTa aTpes3vH IUIIEBOJAA, YTO
M03BOJIeT AMHUOTHYECKOM XUIKOCTH 1011 -
JIATh U3 TPAXeH B [TUILEBO/, a 3aTeM B XeJTy-
nokK. [1pr u3onMpoBaHHOI aTpe3HH MALLEBO-
Ja win nipy TTID, pacnonaraoiefics mpo-
KCUMAJIbHEE MeCTAa OOCTPYKIIUA, SXOTEHb XKe-
ayaka oOblYHO OoTCyTCcTBYeT [4, 5], 4TO
TTO3BOJIIET ¢ OONBIIEH BepOATHOCTEIO 3aIro-
NIO3PUTH 3TOT TIOpoK. CrieiyeT TOMHMTh, UTO

U300paxeHHe XKellyllKa MOXeT OTCYTCTBO-
BaThb He TOJIBKO TIPH aTPe3rH XeJyaKa, HO 1
MpH BPOXIEHHOKH MHUKpPOTACTPUH, JIUIEBBIX
pacmemiHax, VACTERL cuHapome (Kom-
OMHMpOBaHHOE HapyllleHHe, BKITIOYAKOLIee
TMOPOKH MO3BOHOYHMKA (V), aHATBHOTO OT-
JenaKUiku (A), cepaua (C), Tpaxem (1), -
wepoa (E), mouek (R) 1 KoHeuHocTeit (L)),
JcTpecce Tuioga M MasoBoauu [6]. MHoraa
53XOTeHb XKeJyJKa OTCYTCTBYET B MOMEHT
MpOBeAeHUSI YIbTPA3BYKOBOTO HCCIIEI0BA-
HUS K TIpU a6ComoTHOM HopMe. B 3THX city-
Yyagx npy IMHAMHUYECKOM 3XorpaduiyeckoM
HaOJMOEHWN 3X0TeHb XeJyIKa oOHapyKnu-
BaeTCsl B THITMYHOM MecTe.

YyBCTBUTENBHOCTL 3X0rpauu B IpeHa-
TAIBHOM JUATHOCTUKE aTpe3sru IMHINeBoNa
coctapnger 25—40% |4, 5]. TporHocTHUyec-
Kad HeEHHOCTE IMOJIOXKHMTENBEHOIO TeCTa IpH
KOMOMHHPOBAHHOM KMCTIONE30BAHNN 3XO0T-
padryeckux MpHU3HAKOB (MHOTOBOIIHE, OT-
CYTCTBHE B3XOTEeHM XeJyaKa) COCTaBJsieT
56%, a uyBcTBUTENBHOCTE — 42% |7].

Pannas npenamasvnas ouaznocmuka.
Haubonee paHHA NpeHATATBHAS YIIBETPA3BY-
KORas JIMATHOCTHKA aTPe3HH IMUIIEBOIA BO3-
MOXHA B KOHIIe BTOPOro, Hayalle TPeThero
TPUMECTPOB HepeMeHHOCTH.

Tenemura. Oxono 10% peteil, poxieH-
HBIX C aTpe3ueid MUILeBoIa, UMEIOT XPOMO-
COMHEBIE AHOMAJIMH, BKTIOYas TpHUcoMuH 21
u 18.

IHpenamaavnas maxmuxa u npoenos. Ipu
OTCYTCTBHMH 3XOTE€HU XeJyJaKa MoKa3zaHo
TIIATeJIbHOE M3YUYeHHe BCeii YIIbTpasByKOBOI
aHATOMMH TUIOJIA M TIPEHATATTbHOE KApUOTH-
nuposanue. B cpenHeM y 35—-50% nnoznos
00HapyXHUBAIKOTCH COYETAHHBIE AHOMATUK
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(Apyrye TMOPOKHU KeJYIOUHO-KHILEYHOTO
TPaKTa, BpOXAeHHBIe MOPOKH Cep/la, rMopo-
KH MO‘{BB]:.I}IBIIHTBJIBHOﬁ CHCTCMBI, CKEJICT-
Hble aedekThl) unu cuHaApoMbl (VATER/
VACTERL). [T10ap1 ¢ i3omipoBaHHOL aTpe-
3Hel MULLEEBOAA OTHOCHATCS K TPYIiIie BhICO-
KOT'O pHMCKa I10 33/IepyKKe BHYTpHYTPOOHOTO
pasBuTHs. B aHTeHaTaIbHOM TIepHoae Heol-
XO0OIHMO OCYIIECTBIATH AMHAMHWYECCKYIO
O11eHKY (HYHKLIMOHATBHOTO COCTOSHUS TM10-
Jia ¢ ofipeJieJIeHUEM €ro TeMIIOB pocTa M WH-
JeKca aMHUOTHYECKOM KMIKOCTH.

[1pu nomo3peHM HA aTpe3uio NMUIIEBOAA
ponuTeneil HEOOXOAMMO MOCTABUTH B U3BeC-
THOCTE O HEIOCTATOYHO BBICOKOI MH(pOpMa-
TUBHOCTHU 3X0rpaduu JIUTsl BBIIBIEHUS 3TOTO
TTOPOKA, CNOXKHOCTH OIIEpaTMBHOTI'O BMEIIIA-
TEJIbCTBA U BO3MOXHBIX MOCIEACTBHSAX IJIs1
310poBbA pebeHka. [TporHos npu arpesvu
MUIIEBO/IA B OCHOBHOM 3aBHUCHUT OT HAJTMYMA
COUETAHHBIX AHOMAIHIA.

Taxmurxa 6 neonamaavnom nepuode. I1pu
BBISBJIEHUH ¥ TIJI0JIa aTpe3ii MUILLeBoaa Uin
MpH TOAO3PEHUH HA 3TOT MOPOK Pa3BUTHS
ponopaspellieHle CcleyeT OCYLIeCTBISATE B
pervoHaNbHOM ITe pUHATAILHOM LIeHTpe ¢
MOCHEAYIOLMM MePEBOIOM HOBOPOXKIEHHO-
ro B CIieLUATM3UPOBAHHOE XMPYPIUYecKoe
oTHesNeHue.

Hepenko mitarHos arpesiy TIHIIEBOJA YC-
TAHABIMBAETCS TOJBKO ¥ HOBOPOXIEHHOIO
NPH BOZHUKHOBEHHH TpobieM TIpU KOopMIle-
HUM WIN TIPY 30HAMPOBAHWAN XKemyaka. B atom
ciyuae peGeHOK 0JDKeH OBITh HEMENIeHHO
TiepeBe/ieH B XHUPYpPriuvecKoe oTaesneHue.

Jemckaa xupypeusa. JleueHUe BO3MOXHO
TONBKO OTepAaTUBHBIM ITyTeM. B riocneorniepa-
IIMOHHOM TIepHoe I o0ecTieueHUsI TTIATa-
HUS W IEKOMITPECCHH XKeJTyIKa IMOKa3aHo Ha-
JIOXeHue ractpocToMbl. Ha 5—7-i1 ieHb rmoc-
JICOTIE PAIlMOHHOT O ITepHuoga HCOGXO,[[HMO
PEHTTEHOJIOTMYECKOE OGCJIB,[[OBaH]{e THIe-
BOOa OJ1d OLHEHKHW COCTOAHMA aHACTOMO34a.
ITpu oTcyTCTBMM MPU3HAKOB €ro HertoJHOo-
LIEHHOCTH HOBOPOXKIEHHOTO MOXKHO IepeBe-
CTH Ha TIepopaTbHOe TTMTaHKE.

Camoe yactoe paHHee OCIOXHEHHE M0C-
Jie orepauri — MHQHLIMPOBAHHE AHACTOMO-
3a. B Gonee mosmHKHe CpOKU BO3MOXKHO pas-
BUTHE CTPUKTYPbI AaHACTOMO34, 4TO TpedyeT
MpOoBeeHW:A AHJIATUPOBAHWA HIIH [TIOBTOPHO-
ro orepaTMBHOrO BMellaTeabcTRa. Cpean
JIPYTUX OCJHIOXXHEHHWI CIIeYeT BBIIEUTD JKe-
JIyTOUHO-TTHILIeBOAHBIN peIIoKC U HApYTIIe-
HHe MOTOPHKM IuIeBona. K peapkum ocnox-
HEHHUSM OTHOCUTCS TapajiMy roJioCoOBOro
nmyuka. B ciyyagx ycreuHoro ornepaTmBHO-
ro JIeYeHW s JUTUTeNIbHOe BpeMs Tpebyercs co-
OmofeHue orpeAe/IeHHBIX MPABUJI TMTAHUA:
MHILLA JIoIKHA OBITE MATKOMH, pasMeTbuYeHHOI
U YIIOTpeONATECH ¢ BOLOW. B 1ieyioM mocie
OITEPATUBHOIO JICUEHUS aTpe3vK TUILIEBOIA
MPOTHO3 JUJI XXWU3HU U 3I0POBbs pebeHKa
OnarorpusATHBIMN.
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ATPE3US ABEHAAUATUITEPCTHOMN KHUILIKH

Yacmoma. Atpe3vs ABeHAIIATHUIIEPCTHOM
KMIIKW ABIAETCH OAHHUM M3 CAMBIX YacThIX
BPOXIeHHBIX OOCTPYKTUBHBIX IOpaKeHHI
TOHKOM KHIIKH M BCTPEYAeTCsl B CPEHEM C Yac-
ToTo#i | ciydaii Ha 10 000 Xk1BopoXaeHHBIX | 1].

Karaccupuxanyua. B K TMHWYECKOM TIpak-
THKE MPUHATO BBIIEIATH M30JIMPOBAHHYIO 1
CoueTaHHYIO (pOpMY aTpe3yu ABEHAILATH-
TepCTHOM KHIIKH.

Ocrosnvie npuriyunst Ouazrocmuru. OCHOB-
HBEIMH TIpeHATAIBHBIMUA 5XorpauuecKuMn
HaXOIKAMM MPH ATPe3n JIBeHANIATHIIEPCT-
HOM KHILKH SBJIAIOTCH MHOTOBOIME M KJac-
CHYecKMi mpr3HaK «double bubble» B Gproiii-
HolinonoctuIrioaa | 2]. UzobpakeHune «1Boii-
HOTO My3bIPsT» TIOSIBISIETCS] B pe3y/IbTare pac-
IIHpeHWsT YacTH JABeHAaJLaTHUIIEepPCTHOMN
KHWIIIKA M kenynka (puc. 4.7, 4.8). IMepersokka
MEXIY 3TUMHU 00pazoBaHUAMH (POpMHUPYETCH
MPUBPATHUKOBOI YACTHIO XKeNyIKa U uMeeT
BaXXHOE 3HAYEeHHE U TOUHOM MPeHATATBHON
JHUATHOCTHUKM 3T0ro riopoka. I1pu oOHapyxe-
HUU cumriroMa «double bubble» midgdepen-
HATBHYIO JUATHOCTUKY CIie/TyeT TIPOBOIUTE
MEXIY aTpesueil IBeHAIIATUTIePCTHOIM KIIII-
KW M KUCTAMM PasJIMYHBIX JIOKAMU3ALMii (X0-
JIeJIOXAa, TleYeHH, OpbIKeiiKH, CeNle3eHKH, Hal-
MOYEYHWKOB, TI0Y€K), OMHOCTOPOHHUM THI-
poHedpo3oM, YIBOSHHEeM KeJTyIKa, KOJblie-
BHUIHOM TIOIKENVIOUHON Xemeszoi U
OproirHoit Tepatomoit (puc. 4.9) [3].

Pannns npenamaavnasn duaenocmuxa. B
MofaBIsitonieM GONBIITMHCTBE CIyIaeB aTpe-
34 ABeHaIUATUIIe PCTHOM KHILKK JUAarHoc-
TUpPYeTCs BO BTOPOM M TpeTbeM TPUMECTpax
GepemeHHocTH. B Gonee paHHue CPOKU K-
ArHOCTHKA 3TOTO TIOPOKA TpeACcTaBIIsIeT 3HA-
yhTenbHble TpyaHocTH. Hanboee pannsas
NnpeHaTaIbHAs YIIbTPa3BYKOBAs AUATHOCTUKA
aTpe3yM ABeHAIAaTUITePCTHOM KHUIIKH ObLIAa
ocylectsieHa B 14 Hen [4].

Tenermura. ¥V 30—40% 1onoB ¢ arpesueil
JIBEHAIATUTIEPCTHOM KUIIKH 0OHAPYKHBA-
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Puc. 4.7. llonepeutoe cedeHie OpPIOITHON MOJIOCTH ILI0-
Jla TIpH aTPE3HH JIBEHAILATHIIEPCTHOH KHITKH. | — xe-
JYIOK; 2 — MBEHAIIATHIIEPCTHAS KHITIKA.

N SELECTED

DTHER PRIOR

Puc. 4.8. lonepeaHoe cedeHie GpIONTHOI MOJIOCTH IUI0O-
Jia TIPH aTpe3HH JIBeHATIATHIIEPCTHONH KUIIKK. 1 - Ke-
JYJIOK; 2 — IBEHATIATHITCPCTHAS KHITKA.

etca Tpucommst 21 1 y 40% — coueTaHHBIE
aHomaimiu |5, 6]. Cpeay coueTaHHBIX aHOMA-
Jii HauboNee YacTo OTMeYatoTCs BPOXKIeH-
HBble IMOPOKH cepaia U MoYeBbIIeTUTeTbHOM
CHCTEMBI, MATbPOTALIMA U APYTHE aHOMAIUH
KeNyTOYHO-KHUIIIeYHOTO TPaKTa, e eKTh
MO3BOHOYHMKA. PHCK MoBTOpeHMs TMOpoKa
HU3KHI B TexX clyyasx, Korja aTpesus JBe-
HaIUATHITEPCTHOM KHWIIKWA He BXOJUT B CO-
CTaB HACJIeICTBEHHBIX CHHJIPOMOB, CpeIH
KOTOPBIX CIIeAYeT BhIISIHUTh MAHIIUTONEHHIO
PaHKOHU, THIAHTOMHOBBIM CHHAPOM, CHH-
apomel Fryns, Opitz G, Townes-Brocks u




MENVJOYHO-KHIIEYHBIHA TPAKT

Puc. 4.9. Ilonepeunoe cedeHie GproNTHO i MONOCTH ILIO-
Ja TTpH MHTpaatIoMHHAIEHOI TepatoMe. OTderiHBo
BHIHC 00pa3oBaHHE B BHIE MBOHHOTO TY3BIPS.

TAR (TpoMOOLIMTOIIEHU C OTCYTCTBHEM Y-
yeBoii KocTu). Kpome Toro, mpu aTpesvi ase-
HATIATHIIEPCTHOM KUK OIMHCAHEI TeTepo-
Takcuda 1 VACTERL.

Ilpenamaavnas maxmuxa u npoenos. Ilpn
TOHO3PEHHHN HA aTPe3HIO IBeHAIIIATUITePCT-
HOM KMIIKH TTOKA3aHO TMpeHaTalIbHOe KapH-
OTUITMPOBAHME U TILATEJILHOE H3YUYeHHE BCeid
VIBTPA3BYKOBOI AHATOMUM TUIOMA, BKIIOUA-
1olIee 3XoKapauorpaduueckoe UCCueIoBa-
Hue. B Tex ciyuasx, Koroa poguTey pUHU-
MaloT peleHre O MPOJOHTHPOBaHUM Oepe-
MEHHOCTH, TPH BBIPAXKEHHOM MHOTOBOAMH

LeJIecO0OpasHO MpOBeJIeHHE JIeUeOHOro aM-
HUOLIEHTe3a ¢ LeJbI0 MpenynpexIeHus
npexxaeBpeMeHHbIX ponoB. Pomopaspeienue
CIeAyeT [MPOBOOUTE B PETHOHAIBHOM TIepH-
HATAJIIBHOM LIEHTPE C IMOCIeIYVIOI MM ITepeBO-
JIOM HOBOPOXKIEHHOTO B CIEITHATU3MPOBAH-
HOE XUPYPIHYECKOe OTIeNIEHHE.
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ATPE3USI U CTEHO3 TOHKOM KUIIIKHA

Yacmoma. ATpe3nsi TOHKOH KMIIKH
BCTpevaeTcs ¢ yactoTol 1 ciyvait Ha 12 500—
20 000 xuBOpoKIeHHBIX [ 1]. TTpruOIM3HTEb-
Ho 50% Bcex HaObmomeHWI NPHUXOIUTCS HA
TIATONOTHIO TOLIEH KUIIKK 1 43% — Ha 1ato-
JIOTHIO TIOB3IOIITHOMN.

Kraccudpurayua. Beinenstior 4 oCHOBHBIX
BHIA 0OCTPYKLIMH TOHKOM KMIIKH. [1py THIIE
1 oT™MevaeTcsi OOHO WIIM HECKOJBKO Tepece-
YEeHWH IeTellb KUILIeYHHKA IMeperopoikKaMu.
Tun 2 xapakTepHuzyercs IepeTsLkKeHHeM K-
meyHuka Gprodposasmvu Tskamu. [pu Trme
3A obpazyeTcst Me3eHTepHaIbHEI AedeKT B

coueTaHHH ¢ PUOPOZHBIMU TSKAMHA MK Oe3
HUX. THr 3b BO3HHKAaeT B pe3y/bTaTe OKKIH-
3UM BeTBeU MepeaHel OpbrKeeYHOM apTepun
1 XapakKTepH3yeTcsi OTCYTCTBHEeM OoJblireit
YacTH TOLIEHN KUIITKH. BDTOT THIT IMOJTYYIJI Ha-
3BaAHME «A0JOYHAN KOXYpa» WIM <«eJIoYHas
aTpesud». MHOXecTBeHHBIe OOCTPYKIIMKA
00BeMMHEHHI B THII 4 U ITPOSIBIIIOTCS Y O0JIB-
[IIMHCTRA TUTONOB COYeTAHMEM ATPE3HI M CTe-
Ho3a [1].

Ocnognote npunuupo ouazrnocmuiy. MHoO-

rOBOOHME ABJIACTCH OOHKWM M3 ITEPBBIX CHMII-
TOMOB aTpe31H TOHKOI'O KMIIeYHHKA H CO4YEe-
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TAETCH C HTHUM IMOPOKOM pasBUTHA rocie 24
Hen B 1/3 cnyyaeB. VBenMueHUe KOJIUYECTBA
BOJl U MHOXECTBEeHHBIE JHIATHPOBAHHEIE
MeT TOHKOI KHIIKH, AHaTHOCTHPOBAHHbBIS
B XOJI¢ YJIbTPA3BYKOBOTO MCCTIeIOBAHMS, TIO-
3BOJMIOT 3AMOA03PUTE OOCTPYKLMIO (pHC.
4.10—4.12). Ina npoBeneHusd auddepeHI-
ATBHOU AUATHOCTHKY C TAKUMM aHOMAJIMSI-
MU, KaK pa3IuJdHble KMCTHI (OpbIKeKH, sy~
HHUKOB, ITOYEK, HAAITOYeYHUKOB) M TePaTOMBI
BaXHOE 3HAUEHWE UMEET BRIABIEHHE TIEpUC-
TanbTHKK. HeobOxoaumo Takke mudgeper-
LIMPOBaTh aTPe3nio ¢ MEKOHUEBBIM TIEPHUTO-
HHUTOM, KOTOPBII MOMUMO paciliupeHus re-
TeJTb TOHKOM KULIIKH XapaKTepU3yeTCs HATH-
YWEM TICEBAOKUCTHI MM aCIlATA ¢ MEJKOM
B3BeChIO («CHeXXHas Oypsi»), a TAKXKe KATbLIH-
¢duKaToB B OpIOLIHOM MTonocTH |2].

Pannas npenamaavnas ouaenocmuxa. B
TIOJABJIAIOIIEM OONBINIMHCTBRE CIYUAEB aTpe-
315 TOHKOI KUILIKH JUATHOCTUPYETCS B KOH-
1Ie BTOpOro, HavaJle TPeThero TPMMeCTPOB Oe-
pPeEMEHHOCTH.

Tenemuxa. BonbIIMHCTBO CIyJYaeB aTpe-
3MH TOHKOH KHIITKH OBIBAIOT CIIopagHuecKH -
MU, OHAKO HEKOTOpBIe GOPMBI ATPe3HH MO-
IYT HacienoBaTecs. TUIMTMYHBIMUA MTpUMepa-
MM ayTOCOMHO-Pel|eCCHBHOTO TUTTA HACTE0-
BaHW aTPe3UH TOIEI KUIIIKH SIBJISTFOTCS THTI
3b («s10nouHast KOXypay» WM «eJIOUHAs aTpe-
3Ws») M TUI 4 (MHOXeCTBeHHBIE aTpe3uH).

B oTmiume ot atpesyi ABeHATIIATUTIEPCT-
HOM KHUIIKH, IPHU aTPe3uH TOHKON KHUIIKH
XPOMOCOMHEBIe abeppaliu BCTpeyaroTcs pefi-
Ko. HanpuMep, cuHapoM [layHa obHapyxu-
BaeTcd MeHee 4eM Y 1% IoioB ¢ arpesueil
TOHKOM KUIIKH [4].

Tpenamaavnan maxmura u npoenos. Ipu
BBISABJIEHUM aTPE3UM TOHKOI KHIIIKH ITOKAa3a-
HO THIATeIbHOE U3YyUYeHUe YIBETPa3BYKOBOI
AHATOMMH 151 UCKJTFOYEHU 1 COYETAHHBIX AHO-
MM W IMHAMWYECKHIA KOHTPOJIb 34 COCTO-
SHUEM Tuoa. PasiuyHele coyeTaHHble aHO-
MaJIiK 0OHAPYKUBAIOTCS MPHOITU3UTENIBHO Y
38% minomon [ 1. 3]. OT npeHATaIBHOTO KapHo-
TUITMPOBAHHS MOXHO BO3IEPXKATHCS B CBS3H
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Puc. 4.10. DxorpaMma GPIOIITHOIN MOJIOCTH IUIONA TIPH
ATPE3HM TOITICH KHITIKH.

Puc. 4.11. BxorpamMma GpIoITHOH TTONOCTH TUIONA TIPH
ATPEe3HH TIONB3ICTITHOH KHITIKH.

oMM’ SELECTED

OTHER PRIOR

Puc. 4.12. DxorpaMMa NOTIEPETHOTO CeHeHNS OPIOTITHOH
TIOJIOCTH TUIOMA TPH aTpe3Hi TOHKOH KUK, OT9eTin-
BO BHIHBI MHOXECTBEHHEIE ILIATHPOBAHHEIE TETIIH
TOHKOH KHITTKHA.
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C HU3KOM YacTOTOI BCTpeYaeMOCTH XpOMO-
COMHBIX abeppaLuii Ipy 5ToM ropoke. Ipo-
THO3TIPH aTpe3ri TOHK Ok KMIIIKWA HEPeIKO 3a-
BHUCHT OT YpoBHsI TTopakeHust. Haubonee yac-
TO OOCTPYKLIMS OTMEYAETCS BITPOKCHMATBEHOM
oT/eNe TOLEH KUIIKKA M IUCTATEHOM OTJIelie
MOAB3AOIIHOKM KUIIKKW. TTpy aTpesuu TolLLei
KWIIKHU TIpeskaeBpeMeHHbIe POkl OTMEYAI0T-
cs1 B 20% cityyaeB, P aTpe3vH MOAB3I0ITHOIN
KUILIKK — B 66% Habmonenuia [1].

[ TpH rpoNOHTHPOBAHHMK OepeMEHHOCTH U
HAJIWYUH BBIPAakKeHHOTO MHOTOBOMMS TS
TIpEIYTIpeKIeHUS TIpeXaeBpeMeHHBIX POJIOB
MoKasaH JeueOHBII aMHUOLIeHTe3. CMepT-
HOCTH HOBOPOXKIEHHBIX ITPH aTpe3rH TOHKOI
KHWIIKH 3aBUCHT OT HATUUUS COYETAHHBIX
AHOMAJIMIA, BpeMeHH U o0beMa XHpyprudec-
KOro BMeIaTebeTBa. PoopaspenieHue cie-
JiyeT MPOBOJINTH B PeTMOHANIBHOM TepHHA-
TAIBHOM LIEHTPE € IMOCHENYIOINM I1epeBo-

JOM HOBOPOXKICHHOIO B CIICIHATM3HPOBAaH-
HO€ XHPYpPIUUeCKoe OTIENeHHE.
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ATPE3US U CTEHO3 TOJICTOM KUILLIKU

Yacmoma. ATpe3usi TOJCTOM KMIIKH
BeTpevaeTcs ¢ yactotoi | cimyyaii Ha 20 000
SKMBOPOXIEHHBIX U cocTaBigeT okono 10%
BCeX KHMILIeYHBIX aTpesuii [ 1].

Karaccupurkayua. BeIoengioT MomHYO 1
YACTUYHYIO OKKIIFO3MH TOJICTOM KULIKH, KO-
TOpBIC MOTYT OBITh OOYCIIOBIEHE HATAUNEM
BHyTpeHHei1 mnadgparmel (30% ), pasneneHu-
€M IMPOKCHUMAIILHOTIO U UCTAIIEHOTO OT/IEIOB
KuieyHuka GuOpo3HbIMH TskaMu (20%)
WK noHoM ux cernaparmieit (50%). CreHo-
351 TOJICTOM KMILIKHA BCTpevarorcst peako [1].

Ocnoervie npunyunst duaznocmuiu. Atpe-
3H4 TOJICTON KHILKH MOXKeT OBITh 3a11o103pe-
Ha TIp¥ OOHAPYKEHWH paclIMpeHHBIX TIeTelTb
TOJICTOTO KUILIEYHHUKA B TPETHEM TPUMECTpe
6epeMenHocTH (pHc. 4.13) [2]. OnHako 6oib-
LLHHCTBO CJIYyYaeB aTpe3uH TOJICTOM KKK He
JIMATHOCTHPYeTCS ITPH ITPeHATAIBHOM YJIBTpa-
3BYKOBOM HCCTIeIOBAaHUN. JIMaMeTp TONCTOM
KMIIIKH YBEJIMUMBAETCS IO MEpPe IPOrpeccHpo-
BaHUA OepeMeHHOCTH M B HOpMe COCTARIISIET B
2224 Hepn MeHee 5 MM, B 26—28 Hell — MeHee

6 MM, B 30—32 Henm — MeHee 8 MM, B 34—36 Hen
— MeHee 12 MM U B 38—40 Hexm — MeHee 15 Mm
(puc. 4.14) |3].

[Tpy BEISIBIEHUH paclIMpeHHBIX TeTelTh
TOJICTOM KUIIKKM AuQdepeHIIMaTbHbIN TUar-
HO3 crenyeT MPOBOMUTL ¢ OoJesHbIO [ WpIi-
[pYHIa, AHOPEKTAJIBHOM aTpesrell, Meramu-
CTHK-MHUKPOKOJIOH-HHTECTHHATEHBIM THTTO-
MepUCTATBTHYECKM CHHIPOMOM M MEKOHK-
eBBIM TTIepUTOHUTOM [4].

IToMUMO pacLiMpeHHs MeTeNb TOJICTOro
KUIIeUHHKA BAXKHBIM JUATHOCTUYECKUM KPH-
TepHEM SIBIISIETCS] OTCYTCTBHE TayCTpP, KOTOphIS
BCerIa OIpefessiioTCs B TONCTOM KUIITKe TI0C-
Jie 2530 Hen GepemeHHOCTH. B HEKOTOPBIX
CIIydadgx oOCTPYKLMA TOJICTOM KUILKH MOXKeT
COITPOBOKIATHLCS YBeJTMUeHEM pa3Me poB K-
BOTa TUTofa. MUHWMATBHBIE CPOKM THATHOC-
THUKH OOCTPYKLIMH TOJICTOM KMIUIKHA COCTABIA-
10T 22—28 Hepn GepeMeHHOCTH [S].

Tenemuxa. Puck XpoOMOCOMHBIX aHOMA-
JIMHA TIPHU ATPe3UH TOJICTOM KHMILUKW HE BHIIIE
MOY/IAIMOHHOrO0. PHCK MOBTOpeHMS MOPO-
Ka HA3KWH 33 UCKMIOUeHWeM cIIyJaeRn, Korna
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Pue. 4.13. Ionepearoe (a) M npofoibHoe (0) cCKaHHpOBaHHE GPIOIITHOI ITONOCTH TUIONA IIPH aTPe3HH TOJICTON KHITTKH.

Puc. 4.14. bepemennocts 34 nep. 1onepeanoe cedenne
OpIoTTHOIH MoNocTH TIoma. CTpeTKoit yKA3aHa TOJCTast
KHIIKA.

aTpe3ust TOJICTOM KMIIKH SIBISIETCS] YACTHIO
HACNEICTBEHHBIX CUHIPOMOB, TAKMX KaK
M30JIMPOBAHHBI MUKPOKOJIOH (AYTOCOMHO-
periecCMBHOe HacJieoBaHHe), CMHIpoM Ba-
apaeHOypra (ayTocOMHO-IOMUHAHTHOE Ha-
clleloBaHNe) U MEeTAIMCTUK-MUKPOKOJIOH-
MHTECTUHAIBHBIN THITOTTE PHUCTATBTHYECKUIA
CHHIPOM.

Pannas npenamaavnasn duaznocmura. B
JIATepaType HeT MyOIMKAaI[Hii 0 paHHeH (Tiep-
BEIII — HAYAJI0 BTOPOro TpUMecTpa OepeMeH -
HOCTH) TUATHOCTUKHU CIIYJaeB aTpe3uH TOJI-
CTOM KHILKH.

Tlpenamaavnas maxmuxa u npozros. Atpe-
3U4 TOJICTOM KMIIKH PEIKO BBIABIISAETCS TIPH

108

YABTPa3sByKOBOM HCCIIeIOBAHUM B IpeHAa-
TarbHOM nepuoge. [1pu rnmopozpeHA Ha 3TOT
TMOPOK Pa3BUTHS CHEAYeT MPOBOAUTL AWHA-
MHUYECKOE HAOMMIOJIEHHE 34 COCTOAHUEM TTJIO-
Ja. OT rpeHaTaIbHOro KapUOTHUITHPOBAHUA
MOXHO BO3/IEPXKATHCS B CBSI3M C PEAKOCTHIO
XPOMOCOMHBIX abeppaliiii IIpH 3TOM IIOPO-
Ke. [Tpu aTpesyu TONCTOMN KMILLIKH, KAK M ITpH
JPYTUX MOPOKaX XKeNyIOUHO-KHILIEYHOIO
TpaKTa, UCXo OepeMEHHOCTH U MPOTHO3 3a-
BUCHUT OT HAJTMUMS COUETAHHBIX AHOMAJTHI 1
KAYeCcTBAa MeTUIIMHCKOM MOMOIITH, OKA3aH-
HOM HOBOPOXAeHHOMY. Cpelt coueTaHHBIX
aHOMaJIMiA HAaHOoJTee YacTo BCTPevaroTes 1o-
POKH pa3BUTH OPIOIITHOM CTEHKHU, TOOKOBOI
KOCTH, aHyca, TIPSIMOI KUIITKK W 3KCTpodus
MOYEBOIo IMy3kIpA. B HECKOJBKUX ITyOJIMKa-
LIHMAX cO0DLIAeTCA O TAKUX PEIKUX AHOMAJTH-
SIX, KAK YIBOEHUE AlleHIUKCa, KUIIeYHUKA
u skcTpodusa kuku [3]. [Nepdopaums Ku-
IIeYHUKAa MOXeT BO3HHMKATh KaK B IpeHa-
TATBHOM ITepHOJIE, TAK M TTOCHe poaoB. B ripo-
KCHUMAJbHOM OT/eNle KMIIKKW OHA 0ObIMHO
pa3BUBaeTCcs BO BpeMs pofoB Ha (POHe 3aBO-
pOoTa KMIlIeYHHKa WK MH(apKTa ero CTeHKH.
B muctaneHOM oTrene riepdopaiusi MoOXeT
HACTYITUTE TIOCJie pOIOB B pe3ylibTate QUar-
HOCTHYECKOM MAHUITYJISILIMH, HAIpUMED,
rocne dapueBoi KIM3MEL.
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ATPE3US AHYCA

Yacmoma. ATpe3us aHyca BCTpeyaeTcs ¢
yacToTol 2 cnyuasg Ha 10 000 skuBopoOKIEH-
HBIX |1].

Ocroenbte npunyunet OUAZHOCIMUKH.
B GoJbliMHCTBe Ciyvyaes IMpU aTpe3Hu aHyca
crienrdguyecKkrie mpeHaTalbHble 3Xorpadu-
yecKHe M3MeHeHUs He BeisiBstioTcsi. Muorma
JIMATHO3 MOXeT OBITh 3aI10J03PeH IPH BHU3Y-
ANMU3aLMKA paclliMpeHHBIX JUCTATTBHBIX OTOE-
JIOB TOJICTOU KUIIKY (puc. 4.15) [1]. Dxorpa-
¢urueckure OTKIOHEHHSI 0OHAPYXKMBAIOTCS
Toneko y 10% rutomos ¢ atpesuei anyca. Ko-
JIAYECTBO OKOJIOTLIOAHBIX BOJ OOBIYHO HOP-
ManbHoe. TTpH UCTIONB30BaHINH ATIITAPATY Pl
C BBICOKOI pa3peliarolleil CrrocoOHOCTRIO B
X0 YJIETPa3ByKOBOIO UCCJIeJOBAHUS C Cepe-
IWHBI BTOPOro TpUMecTpa 6epeMeHHOCTH
BO3MOXHA BU3yaIU3ALMA aHAIBHOIO CHUH-
KTepa ITOfA B BUE TUTOSXOTeHHOM IUPKY-
JISIPHOM CTPYKTYPHI C LIEHTPATBHBIM 3X0TeH-
HBIM KOMITOHEHTOM.

Pannas npenama.onas ouaznocmura. Ipe-
HATAJIbHBIN AUATHO3 aTpe3UH aHyCca YCTaAHAB-
JIMBAeTCs TONBKO B IMO3MHIE CPOKH OepeMeH-
HocTH | 1].

Tenemura. ATpesus aHyca MoXeT OBITb
W30JIUPOBAHHOM M CMOpaguvecKoii, HO B
OOJIBIIIMHCTRE CITyYaeB OHA COYeTaeTCs C Apy-
TUMH [MOPOKAMHM, PasMYHBIMHM XPOMOCOM-
HBIMMU JieheKTaMI 1 HACTIEICTBEHHBIMK CHH-
npomamiu. Cpen XpOMOCOMHBIX aHOMATHH
HauboNee YacTo BBISIBIAIOTCSH CHHJAPOMBI
JayHa u [Taumcrepa— Kummana (Tetpaco-
Mud 12p) [2]. Cpemm acconmaiii Haudollee

yacto oOHapyxuBawTcd VATER mu
VACTERL, a cpeau cunapomoB — Townes-
Brocks u FG [5]. ITpu UCKMIOYeHUN CUH]I-
POMAJILHOM MATOJIOTHM Y IUIOAA HIW HOBO-
POXIEHHOTO PUCK TTOBTOPEHMS MOPOKA CO-
craBmsieT okono 1% |6]. M3 TepaToreHHBIX
(hakTOpOB, MPUBOJLIIMX K aTpPe3rH aHyca,
clleflyeT OTMETUTH auabeT y MatepH |3].

IHpenamaasnas maxmuka u npoeros. Ilpn
TMOAO3PEeHUHN Ha aTPEe3HIO aHyca y TUIoAa Io-
Ka3aHo IMpOoBe/ieHHe TIIATEJIbBHOTO YJIbTpa-
3BYKOBOTO HCCIeIOBAHUA B CBS3H C BEICOKOIM
yacToToi (60—70%) couyeTaHHBIX AHOMAIHIA,
HanboIee pacTipocTpaHeHHBIMU M3 KOTOPBIX
ABIAIOTCH [MOPOKH MOYETIOIOBOM CUCTEMEI,
cKesera, XelyqIouYHO-KHUIIeYHOTO TpaKTa,
CepievyHO-COCYAUCTON U IEHTPATBLHOM He-
pBHOI1 crcTeM. Coo011an0ch TAKKe 0 coye-
TAaHWH aTpe3rnM aHyca ¢ paclieIMHAMH Bep-
XHell ryoel ¥ HeOa [4]. KoMruieke obceneno-
BaHM JJOJKEH BKITIOYATH SXOKapauorpadu-
YecKoe HUCCleI0oBAHNE, MMOCKONBKY 00b-
IIIMHCTBO ABTOPOB OTMEYAIOT BEICOKYIO Yac-
TOTY IOPOKOB Cceplla IpHu 3TOH aHOMAaJMKA
PpasBUTHA, U OLIEHKY KapyoTHIia ruioga. [pu
oDHapyKeHUH COUeTAHHBIX U3MEHEHMIT He-
00X0MMO TIPOBECTH CUHAPOMOJIOTHYECKOE
obcriefopaHte Tofa. B cinyvyae mponoHIu-
poBaHuA DepeMeHHOCTH TPU AHHAMHYEC-
KOM HAOJIIOIeHUH OCHOBHOe BHUMAHUE JI0J-
KHO OBITH C(POKYCUPOBAHO HA OIIEHKE CTe-
TeH! JWTATaliH KUIIKH.

Pojiopaspelenye crienyer MpoBOAUTE B
MepUHATAIbBHOM LIEHTpe U cpasy Iocie poXx-
JIeHUS TePeBeCTH HOBOPOXKIEHHOIO B CIie-
IMUATA3UPOBAHHBIN CTAIIUOHAP.
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Puc. 4.15. bepemennocts 35 Hem. CrpelkaMM yKazaHB
PacIIHPEHHBIE IMCTAITEHBIE OTIIENTHI TOJICTOM KHITIKH TTPH
arpesHH aHyca.

Taxmura ¢ Heonama.rorHom nepuode. ATpe-
3ud aHyca — 3T0 abCOMOTHOE MoKa3aHHe K
orepaTuBHOMY JedyeHH1o. [lepen omepanm-
el y HOBOPOXIEHHOIO C 3THM TTOPOKOM pa3-
BUTHS HEOOXOAMMO TTPOBECTH OLIEHKY YPOB-
H# ITOPAXKeHWs, CTeleHH OOCTPYKIIMK,  TAK-
K& MCKITIOYMTh 3aBOPOT KHILIEYHHKA U aTpe-
3UI0 BHIIENeXalMX OTHeJIOB TOJCTOM
KHUIIKU. bes nornoaHutenbHbIX obciienoBa-
HHIA B HEOHATAJILHOM TepHOJie TPYAHO OIl-
pefenuTh 00beM IMPeICTOMILEro orepaTHB-
HOTO BMEIIATEILCTBA.

Hemckasa xupypeua. Hamaume atpesnu
MoOXeT ToTpeboBaTh pe3eKI[Ui 3HAYUTE b~
HOTO YYACTKA KUIIeYHNKA W HATOXeHUs
MHOXEeCTBeHHBIX aHACTOMO30B. YeM MeHb-
Iie JUTMHA YIaJIeHHOTO YYacTKa, TeM JIyyllie
ucxon onepauvu. lmMHa octaBidgeMOi

KWIIKN JOJKHA OBITE He MeHee 13—17 cM.
JeTu ¢ ANMUHOI TONCTOTO KMIIEYHUKA Me-
Hee 13 ¢cM (CMHAPOM KOPOTKOM KMIIKH)
TpeOYIOT KEeCTKOTO KOHTPOJIA M HOJKHEI
HAXOAMTECS Ha TOTANBHOM IMapeHTepallb-
HOM TMUTaHWH. BONBIIMHCTBO 3TUX JeTei
VYMHpaeT B Bo3pacte 3—4 JIeT OT INeYeHou-
HEIX 3a0oieBaHMil. B HacTofdllee BpeMs
TpaHCILUTAHTAI WA MMeYeH M KHITEYHHMKA B
MNMpakTHYC€CKOM 3IpaBOOXPAHCHKHHW HCBO3-
MOXHBEI, HO B OyayiieM 3T orepalii Mo-
I'yT CITOCcOOCTBOBATH BBLKUBAHWUIO JeTei ¢
CHHIPOMOM KOPOTKOM KHIIKH.
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MEKOHMUEBBIN IMMEPUTOHUT

Onpedeaenue. MeKOHUERBBIH TTePUTOHUT
pasBUBaeTcs B pesynbrare repdopaiuil K1-
IIeUHUKA M BBIXOAA MEKOHMS BIIepHTOHEA b~
HYIO MOJIOCTh, UYTO MOXeT IPUBOIUTE K 06-
pa3oBaHMIO CTepUIBLHOTO abciiecca, TiceBIo-
KHCTBI U KATBIUHO3HBIX OTJIOXKEHMIA.

Yacmoma. VicTuHHAS 4acTOTAa MEKOHME -
BOTI'0 INEPUTOHHTA 3dBUCHT OT €ro STHOJIOTHI

M BapeUpyeT B ripegenax | cnyyvad va 2 000—
35 000 xuBopoxaeHHBbIX [1].

OcHoerbie npunyunsl OUAZHOCIMUKU.
BbprolrHblie KambIMPUKATH SBISIOTCS OHOIN
13 HauboJTee YacThIX 3X0orpadruecKiix Haxo-
JIOK TIpM MEeKOHHMEBOM TIIepUTOHUTE
(puc. 4.16, 4.17). ipyrie yIbTpa3ByKOBEIE
TIPU3HAKY BKJTIOYAIOT ACLIUT, TATATAIIAIO KU~
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rebup s e

Puc. 4.16. Bepementioets 36 e, Torepenatoe (a) 1 npoonsHoe (6) cedes TyIOBHINA T101a. B Gprommoit monmo-
CTH IUIOJa BUTHEL KAJIBIH(PHKATEL TIPH MEKOHHEBOM TEPHTOHHTE.

Puc. 4.17. Kansimdmkarsl (cTpeika) B Opionmoii mono-
CTH TUIONE TIPH MEKOHHEBOM TICPHTOHHTE.

S2a08 -/:1/1/8
GAIN= -TdB a=1

W SELECTED OTHER PRIOR

[IeYHUKA, TUTEP3XOTeHHEIN KHILIEYHUK,
SXOTeHHbIe MM KHCTO3HBIe 00pa3oBaHUsa U
MHoroBonuie [2—4]. IosiBneHue 3X0reHHOro
oOpazoBaHUs B OpIOLIHONM TTONOCTH TII0AA
MOXeT OBITh eIMHCTBEHHBIM TIPHU3HAKOM He-
JABHETO BBIXOHA CONEPKUMOI0 KHIIEYHHKA
B I[IepUTOHEANbHYIO IonocTh (puc. 4.18).
MNHorna moxeT 0OHApYXUBATHCS ACLIMT, IPH
peabcopOIMKM KOTOpPOTo 3X0reHHOCTh 00pa-
30BaHM4 NoBbIlaercd (pyc. 4.19). Tonbko Ha
3TOM CTAIMH MOTYT BBIABIATHCA KaTbLMH-
Katbl [2]. I1pH BeIpaxxeHHOM Mpoliecce mep-
BEI€ TIPU3HAKK OOHAPYKUBAIOTCS YK€ I10CIe
20 Hen [3].

BO3MOXHBIMH MPUYMHAMK Tepdopaiii
SABIAKOTCS KUIIIEUHAS aTpes3us, MeKOHUEeBbI

IhA BEE

SN¥/ SELECTED OTHER PRIOR

Puc. 4.18. bepementocts 34 Hep. Ilonepeuroe (a) u npomonsHoe (6) cedennst TyoBHIIA IUoa. CTpelikoii yKasaHa
MEKOHHEBAS KHCTA TIPH ATPE3HN ABCHATIATHIICPCTHOM KHITTKIL
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IMAGE n

SELECTED OTHER PRIDR

S2dB -/+1
GAIN= .3

INB/SELECTED OTHER PRIOR

Puc. 4.19. llonepearoe (a) 1 nipofoibHoe (0) cedeHist OpIONTHOI MOIOCTH IUIOA NPH MEKOHHEBOM TIEpHTOHHTE.
OT9erT/MBO BHIHO 3X0TeHHOe obpasoBaH#e (CTpelika), BEBSIBICHHOe depes 3 Hep noclie oGHapYKeHHsT YMepeHHO
BRIPAKEHHOTO acIWTa, KOTOPEL ITOTHOCTEIO peabecopOHpoBaIcs.

WiIeyc, KUCTO3HBIN (pHOpPO3 M cocyaucTas He-
JIOCTATOYHOCTh KHILeYHHKA. Cpenu Apyrux
TMPHYMH CIIeAyeT OTMETHUTH TPOMOO3 Me3eH-
TepPHUATTbHBIX COCYI0B, OOCTPYKIIUIO WA 3a-
BOpPOT KMIIIEYHWUKA, THAPOMETPOKOJBITOC,
PeKTAIbHBIHA MW KUIIIEYHBII ATAHTINO03, -
BepTUKYNT MeKKesisi, anneHAULMT TUIoaa |
BHYTpUYTpoOHOe MHG}ULIMpOoBaHHE (LIUTO-
MeraJoBHpyC, TemaTuT A, mapBoBUpyc) [2—
8].

Tenemura. OrmicaHbl cyyan coYeTaHus
MEKOHUEBOTO TMEPUTOHHUTA C CHHIPOMOM

Jlayna.

IHpenamarvnas maxmuka u npoenos. Me-
KOHHMEBBII TIepUTOHUT SIBJISIeTCSI MOKAa3aHU-
€M K KOMILTeKCHOMY 00CIIe/IoBaHIIO, BKITIO-
YaIeMy MpeHaTalbHOe KapUOTUITHPOBa-
HUE IS UCKITIOUeHUs] TpUCOMMHA 21, aMHu-
OLIeHTe3 JIJIsI TIPOBefieHUs] BUPYCOJIOTHYEeC-
KWUX MCCHeJOBaHUWi, aHa/Iu3 KPOBH MaTepu
Ha renatut, TORCH KoMruieke v napBoBH-
pyc, aHAJIM3 Ha KUCTO3HBIM (ubdpos. Teue-
HHEe MEKOHHEBOro MepUTOHUTA 3aBUCUT OT
S5THONOTMM. [TpH BEIABIEHHUM 3TOH NATOJIO-
MK HeoOXOoAMMO TUIaTeNIbHOe AUHAMMYEC-
Koe HabmoaeHre 3a COCTOsSTHUeM TJIOAA.
Oco6oro BHUMaHUS TpeOyloT Cyuyad ¢ Ha-
JuureM aciiuTa. [lpu BeIpakeHHOM acidTe
HEKOTOpbie UCCIIeIoBaTeN i PeKOMeHIYIOT

acnipaiiuio. O6BIYHO 5TY MPOLIEAYPY TTPOBO-
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JIAT Tieper polopasperllieHueM 114 [MpeaoTB-
paleHud JUCKOOPAHHAIIMKU POIOBOM Jles-
TeJIbHOCTU M PECITMPATOPHOIO JIMCTpecca B
HeoHaTaJabHOM nepuoe. [1pu nprcoeanHe-
HMH MTPU3HAKOB 0011e N BOASHKM IT/I0a y1a-
JieHHWe ACLIMTUYECKOI XHIKOCTH MOXET CITO-
cobCTBOBATHL OOPATHOMY Pa3BUTHIO BOOSIH-
Ku. [1py HeDonbioM 0ObeMe aCLIMTHYeCKOI
XHUIKOCTH MpoBeieHIe WHBA3UBHBIX TTPOLIE-
IYp He moKazaHo [2].

Taxmuxa ¢ Heonama.tbHom nepuode. Me-
KOHWEBBII TIepUTOHUT He aBngeTcs abco-
JIIOTHBIM TMOKa3aHHWeM K OIlepaTHBHOMY Jie-
yeHHto. Onepauusd TpedyeTcd NMpyd KJIMHH-
YeCKMX TpHU3HaKax oOCTPYKLIMM U IPU CHM-
NTOMAX «OCTporo XuBota». [Tpu oTcyTcTBHA
TOKA3aHUI K OIlepanuy HeobXoIUMO TIla-
TeJIbHOEe JUHAMHUYeCKOe HAOmo/IeHHe 3a HO-
BOPOXIEeHHBIM.

JHemckas xupypeua. B cnyuasx onepaTuB-
HOI'O JIEUeHUS MEKOHUEBOTO MePUTOHMITA,
O0YCIIOBIEHHOTO KHILIEUHOI aTpe3ueil, Bbl-
xuBaroT 50% neteit |2]. JlaHHBIE 110 BBIKH-
BAeMOCTH TIpH IMePUTOHUTAX, BEIZBAHHBIX
JIPYTUMH TIPUYMHAMM, He OIyOJIMKOBAHHI.
XUpypruyeckoe BMeLIaTebCTBO MPH Me-
KOHWEBOM TePpUTOHHTE HEpPEeJKO COIpo-
BOX1aeTcs 00BN KpoBoroTepeid U MO-
XeT TMPUBOJUTE K CHUHAPOMY KOPOTKOI
KMIITKH.
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TMITEPDXOTIEHHBIN KULHEYHUK

Onpedeaenue. I'inep3xoreHHbIN KULIeY-
HHUK IT/10/1a — 9TO COCTOSHUE KUILLIEYHHKA, BbI-
SIBISIEMOE TIPH YJIbTPa3ByKOBOM MCCIIEIOBA-
HUM M XapaKTepH3yIollleecsl BEICOKOI cTerie-
HBIO €0 3XOr€HHOCTH, CXOXKeH C 3X0TeHHOC-
THIO KOCTEH.

Yacmoma. YacToTa 0OHApYXeHHs TUTIep-
SXOICHHOIo KMIIEYHWKA YV ILT0O4 BO BTOpOM
TpHUMecTpe OGepeMeHHOCTH coctaBider 0,2—
1,4% [1].

Ocroensie npunyunst OUAZHOCIUKU. DX0-
TeHHOCTH KWIIEYHWKA ClefyeT OLleHUBATh
TOJIBKO Tocne 16 Hefl, Tak Kak B GoJiee paH-
HHe CPOKU KUIIIEYHUK ITI0JA B HOpMe MOXKeT
MMETh BBICOKYIO 3XOTeHHOCTh. KullleuHuK
clieJlyeT Ha3bIBaTh TUMEP3IXOTEHHBIM B TeX
CIIyyasx, KOrjaa ero sXoreHHoCTh JOCTUTaeT
3XOreHHoCcTH KocTel (puc. 4.20, 4.21). Tpu
3aTPYAHEHHOW BHU3yalu3alliid OpraHoB
1oJia (OXKHMpeHue MaTe py, MATOBOJINE ) JUTS
BBIABJIEHHUSA TUIEPIXOTEeHHOTO KHIIEYHHUKA
LeJiecooOpasHo MCIONB30BATh TPAHCBAIU-
HallbHYI0 3Xxorpaduio (puc. 4.22) [2].
['urnepsxoreHHBIN KMITEUHUK CJIeayeT audg-
(pepeHLMPOBATD C TMTIEPIXOTEHHBIM COEP-
JKUMBIM JKeJTYHOTO My3bIps IUI0Ja U MeKO-
HUEeBBIM MepUTOHHTOM [3—5].

Tenemuxa. IlepBOHAYANTBHO THITEPAXO-
TeHHBII KHUIIIeUHWK ObLT ONUCAH KaK JIOTOoI-
HHUTEeNbHbII 5X0orpaduuecKiii MapKep Xpo-
MOCOMHBIX aHOMAHi. CornacHo ormyomiKo-
BAHHBIM JAHHBIM, YACTOTA POXIEHUA HeTei
¢ CHMHApOMOM JlayHa MpH TUIep3X0OreHHOM
KUIIIeUHUKe BO MHOTO pa3 BBILIIe TTOTTYIILIA-
OHHOI1 ¥ cocTaBisieT 1 ciyuaii Ha 47 HOBO-
poxaeHHBIX |7]. bonee uem B 80% 311X cITy-
qaeB OOHApYKHBAKOTCH coOYeTaHHbIe aHOMA-
Jiu [2]. TToBeilIeHHE 3XOr€HHOCTH KMILIeY-
HMKA TUI0Aa MPU XPOMOCOMHBIX aHOMATHIX
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Puc. 4.20. bepemennocts 19--20 ven. Kumeanux ruio-
J1a MIMeeT BBICOKYIO SXOTEHHOCT (CTpelKa).
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CBHA3BIBAIOT C YMCHBLICHUCM ITEPHUCTAITETUKH
/WA BOAHOIO KOMITOHEHTA MEKOHMS, TaK
KaK TpH XpOMOCOMHBIX HAPYIIIeHWSIX Hepe-
KO OTMeUaeTcsi CHIDKeHHe akTUBHOCTH (ep-
MEHTOB OKOJIOTUIOIHBIX BOJ.

Ilpenamaavnaa maxmura u npoecros. Ilpn
o0OHApyXKeHWH TUMeP3IXOTeHHOTO KHIITeUHH-
Ka TI0Ka3aHo KOMITUIeKCHoe obcnenoBaHuie,
KOTOPOE BKJIIOYAeT MpeHaTaTbHOe KApUOTH-
INMHpOBaHHE, TIIATCJIBHOC U3YUCHHUEC BCeit
YJIBTPa3BYKOBOM aHATOMUH TIIOJA, TECThI HA
BHYTpUYTpOOHBIe WHGpEKITNH.

[TpuunHel, NpUBOALLIHE K TOABIECHHIO
THTIEPHXOT€HHOTO KHMIICYHKA, OCTAaKOTCH L0
KOH1Ia He BRIICHEHHBIMI. MHOTOUHCIIeHHEI-
MU MCCIIeIOBAHUSIMH YCTAHOBIEHO, UTO TIPH

PREMATAL CENTER. HITEEI'IU HOSPITAL N Z7

Puc. 4.21. bepemennocts 21 Hegr. CrpeliKoil yKaszaH ri-
TIEPIXOTEHHBI KHITIETHHK TUIONA.

G ORAB  Lpsarp npesia TaRLION [Usas w0 T R 77
= ¥ *

THITEPIXOTEHHOM KHILIEYHHKE B CPEHEM Y
12,4% mumogoB oOHApYyXUBaeTcs 3aJepxkKKa
BHYTpUYTpOOHOTO paszButus, y 23,8% —
BHYTpHUYTpoOHOEe MH(ULIMPOBaHHE (TOKCOTII-
JIa3MO3, [ToMeranoBupyc), y 10,2% — xpo-
MOCOMHBIE HApYLIeHHI U Y 14—27% — coue-
TAHHBIE TOPOKH PA3BUTHSA, IIPEUMYILIECTBEH-
HO XeMyI0oYHO-KHILIeYHOTo TpakTa |2, 6—13].

B cBsi3u ¢ BHICOKOI Y4acTOTOM 3a/1epXKKKA
BHYTPUYTPOOHOIO pasBUTH TTPH TUIIEPIXO-
TeHHOM KHMIIEUHUKE B TPEThEM TPUMECTpE
GepeMeHHOCTH AOJIKHA OCYIIECTBISITHCSI 1~
HaMHMUIeCcKas OlleHKa (PyHKIIMOHAIBHOTO CO-
CTOSHM S TIJIONA, BKITIOYAKOLLA AOIIIE pOrpa-
¢uo, KaparoTokorpadio, OLIEHKY TeMITOB
pocTarTUiona v 00beMa aAMHUOTHUUECKOM XKW -
KOCTH.

CornacHo NMpoBeIeHHBIM MCCIIeIOBAHU-
SIM, TIPU TMIIEP3XOreHHOM KMILeYHUKE B 8%
cJlyqaeB HACTYIAeT BHYTpUYTpOoOHA rberb,
a HeoHaTaMbHAsI CMEPTHOCTL COCTABISIET
0,8% [14].

[NepuHaTanbHBIE TIOTEPU B 45% 00yCNOB-
JIeHBl COYMeTAHHBIMU aHOMATUAMW W/HUITH
XPOMOCOMHBIMH HApPYIIEeHHIMK. O011as ya-
CTOTA HeOMaroTNpHIATHBIX TIe pUHATATBEHBIX
Hucxozon coctaniset 32,4—-48,4% [1].

Taxmuxa ¢ neonamasenom nepuode. I1pu
BBEIBJIEHHH I'MTIEP3X0OTr¢HHOI'O KMIIIEYHWKA B
TIPEHATATEHOM TepHoJie HOBOPOXIeHHEBI
HYXKJIAeTCsl B TIIATEBHOM JIHHAMUYeCKOM Ha-
OMIOIEHUH ¥ CUMITTOMATHUYECKOM Tepartum.

Puc. 4.22. bepemenHocts 22 Hepr. a — TpaHcaOmoMHHAIBHOE CKAHHPOBaHAE; O - TpaHCBAarHHAIIBHOE CKAHAPOBAHHE.
CrpeNKoil yKaszaH THIepsXoreHHEH KHITRIHHEK.
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10.

ITMITEPSXOTIEHHBIE BKJIIOYEHHAUA B ITEYEHU

Onpedeaenue. I'inepsXoreHHbIe BKIIOYe-
HHA B IIeUYeHH TUI0JA — 3T0 00pa30BaAHU, BEI-
SIBJISIEMBIE TIPU YIBTPAa3BYKOBOM HCCIIEI0BA-
HUU W XapaKTepU3yIoIecsl 3X0reHHOCTHIO,
CXOXKel ¢ BX0reHHOCTBIO KOCTel.

Yacmoma. Yactota oOHapyXeHHs TUIIep-
3XOTeHHBIX BKIIOUEHHI B TIeUeHH TII0/a BO
BTOPOM MOJIOBHHE OepeMeHHOCTH COCTARIAET
1 ciyyait Ha 1037—1750 obenemoBaHHbIX [1-3].

Karaccudpurayua. B 3aBucuMocTH OT J1O-
KaTu3alyy TUTIEPIXOTEHHBIE BKJIIOYEHH
noapasfeNisloTcd Ha MepUTOHealbHEIe,
IAapeHXMMATO3HbIE U COCYOHCTHIE. T'une-

poXoreHHble BKJIOUYeHWs ObIBAIOT OJIMH 0Y-
HBIMH M MHOXeCTBEHHBIMU, MEJIKUMU U
KPYITHBIMH, U MOTYT COUETATHCS C BHYTPH-
OpIONIHBIMU HEeTIeUeHOYHBIMH KalbI[hn-
Katamu [4].

Ocroenvte npunyunsr ouaznocmuku. I1pn
obHapyXeHHWM TIeYeHOYHBIX THIIePIXOreH-
HBIX BKITIOUEHUWH Y T10/1a HeOOXOMMMO O11e-
HWUTH MX MPEeUMYLIECTBEHHYIO JIOKAJIU3a-
WK, KOJIMYeCTBO M CoYeTaHHE ¢ APYTHMHU
AHOMATHAMM, CPENH KOTOPBIX Harbonee ya-
CTO TMAarHOCTHPYIOTCSI MEKOHHUEBBIN TTEpH-
TOHMT, KMCTO3HAN TUIPOMa, THITeP3XOoreH-
HBIA KHIIEeYHUK U JpyTHe sxorpahuveckue
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MapKepbl XpOMOCOMHBIX aGeppauuil [4].
KpyImHbele OAMHOUYHbBIE KATbLIAGUKATHL (pHC.
4.23), nIpM KOTOPbIX, KAK MPaBUIO, OTMEeYa-
1OTCsE OJTATOTPUSITHBIE TIePUHATATEHBIE HCXO-
JIb1, crenyeT aud depeHIIMpOBaTh C TUTIEPIXO-
T€HHBIM COJAECPKUMBIM KETYHOTO MY3BIps
rofa (puc. 4.24).

Pannas npenamaasnas duazHocmuxa.
B nmureparype He cooOlanocs o0 oOHapy-
SKeHMH TeYeHOUHBIX KaJIbITM(HKATORB B ITep-
BOM TpuMecTpe OepemeHHOoCcTH. Hanbonee
paHHSS IHarHOCTHKA OBLIA OCylllecTBIeHA
B 20 Hex |3].

Pue. 4.23. IlpononsHoe cKaHHpOBAHHE TYJIOBHINA 110~
na. CTpenkoi yKasaH KPYITHBIH OIHHOMHEBIA IMTeICHOY-
HEBEIH KaATBLMGHKAT.

Puc. 4.24. bepevennocts 37 nen. IHonepeanoe ceuenme
OprormHolt nojioct 1wona. CTpeNkoit yKasaH XKeJITHEIH
TY3BIPD ¢ THIEPIXOTEHHBIM CONEPAIMBIM.
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Tenemura. OrMcaHBl CIIyYau TUIEP3XO-
reHHbIX BKIIOYeHUH B TIeYeHU II04a Ipy
XPOMOCOMHBIX ieheKTax, BKITIOUATOIITHX TPH-
comuu 9, 13, 18 u 21, MmoHOCOMMIO X U Yac-
THUYHYIO TprcoMuio 14 [5, 6, 8, 12].

Ilpenamaavnas maxmuka u npocros. Bos-
MOXHBbIe PUYHHBI TIeY€HOUHBIX KaTbLH(U-
KAaTOB MOTYT OBITh ITO/Ipa3aesieHbl HA MIleMM-
yeckHe, HH(QeKIMOHHBIE, XPOMOCOMHBIE U
vaonatnueckue. MmeMuyeckue rnopaxe-
HUS Yallle BCEro SIBISIOTCS pe3yIbTATOM
KaJIbIIMHUPOBAHUA TPOMOOB MOPTAIBEHOMN
W TTeYE€HOYHBIX BEH, HATIpUMEp, TIPH OC-
JIOKHEHHOM AUATHOCTUYECKON TMYHKIIUH
3THX COCYIORB [5—7]. MHOXeCTBEHHBIE METI-
KHe MapeHXMMAaTO3Hble KalblM(pUKaTHI
OOBIYHO O0HAPYXUBAKOTCS MPH BHYTPHYT-
poOHOM MH(MUIMPOBAHUHM (TOKCOITIA3ZMO3,
KpacHyxa, LIMTOMEraJoBHpYC, repriec, BeTps-
Hag ocna, cudumic) [4, 8—11]. IlepuTone-
aJIbHbIE TTeYeHOYHbIe KATbI[M(UKATEI, BU3Y-
aju3upyeMble B BHIE TUIEP3XOTeHHBIX
BKJTIOYEHWI HA TTIOBEPXHOCTH IevYeHM, 00bIY-
HO HAOJTIONIAIOTCS TPU MEKOHWEBOM ITePUTO-
HUTe, 00yCcIoBIeHHOM Tepdopanmeil Ku-
HnIeuyHHKAa.

ITpu obHapyXeHUH TUITEPIXOTeHHBIX
BKJIIOYEHWIA B TIeUeHH TJI0/1A TTOKA3AHO TIIA-
TeJIbHOE U3Y4YeHHe BCell ynbTpa3BYKOBOI
aHATOMWH TUTOJA U TIPOBEJICHHE TeCTOB Ha
BHYTpUYTpoOHbIe MH(peKIK. [Tpy Hamamm
COYETAHHBIX AHOMAIMI HeOoOXOaMMa MHBa-
3WBHAS MPEHATAJIBHAS JIUATHOCTHKA.

CornacHo npoBeAeHHBIM UCCIIeIOBAHMSM,
MPH U30JTMPOBAHHBIX OIMHOYHBIX KaJTBLI(pH-
KaTax MporHo3 JUTd XKU3HH U 300poBbs OyJ1y-
1ero pebenka OnaronpuATHeIN. Hamtuue
MHOXECTBEHHBIX BKJTIOUSH U, 0COOEHHO B CO-
YETAHWH € APYTUMH AHOMATTHAMM. B OOJTBIIIH-
CTBe CIyYaeB Be[eT K TepUHATAIBHEIM TTOTePAM.

Taxmura ¢ neonamaavrom nepuode. Tlpn
BBISIBIIEHUM THTIEP3XOTeHHBIX BKITIOUEHHI B
rneYyeHn B MPeHaTAIBHOM TepHOfe TIoCTe po-
JIOB peOeHOK HyX1aeTcsl B TILATeIBHOM JMHA-
MUYeCKOM HAOMOIeHUH Y CUMITTOMATHYecKoi
Teparvu.
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N30JIMPOBAHHBIN ACLIUT

Onpedeaenue. ACLIMTOM HA3BIBAKOT CKOTTIE-
HIe XHUIKOCTA B MTePUTOHEATbHOM TTOJIOCTH.

Yacmoma. HensBecTHa.

Ocroenvte npunyunot Ouazrocmuru. [pn
VIBTPa3BYKOBOM MCCIIENOBAHUM TUTOAA ACITAT
NPOSBISAETCS HATHIMEM 3XOHEraTHBHOT O ITPO-
CTPAHCTBA TOMIIMHOM 5 MM M OoJiee B OpIolL-
HOI nonocTH riofaa (puc. 4.25). B npeHaTanb-
HOM IepHOJIe ACIIUT MOXKeT ObITh M30THPOBAH-
HBIM WM ABJIATHCS OJTHUM M3 IMPH3HAKOB BO-
JISTHKH UMMMYHHOTO M HEMMMYHHOTO TeHe3a.
IMomuMO acipdTa, BOIMHKA TUIO/IA XAPAKTepU-
3yeTcsl HATHUKEeM TTOIKOXKHOTO OTeKa, TUIEB-
PAITBEHOTO W TIepUKapAHATHLHOTO BHITTOTOB, A
TAaKXKe yBeJIMYeHHEM TOJTLLMHBI T1aleH Tl 60-
Jiee 6 ¢cM, MHOTOBOAMeM M ruaporiene [1]. Ac-
LIMT MOXKET COYETAThCSI C Pa3TMIHBIMHI CTPYK-
TYPHBIMIA AHOMATUAMU, TIO3TOMY TTOKA3AHO

TIIATEIEHOE M3yYeHHe BCeX BHYTPEHHUX Op-
raHoB TuIofaa. Cpeid IMPUYHMH U30JIMPOBAHHO-
IO aCLIUTA CJIEAYET BBIIEIHTh MEKOHHUEBBIH ITe-
PUTOHUT M BPOXKIEHHBII renaTur.

Pannsas npenamaavnas ouazrocmura. /10
CHX TIOp B TUTepaType He OBLIO IyOIMKALAIA
00 oOHapyKeHUH M30JIMPOBAHHOIO ACLIUTA B
[epBoM TpuMecTpe OepeMeHHOCTH. boJb-
[IIMHCTBO CIyyaeB paHHeil JUAarHOCTUKH ac-
LIMTA TIPUXOMASITCS HA HAYAJIO BTOPOTO TprMe-
cTpa OepeMeHHOCTH.

Tenemura. OnHa U3 caMbIX pacrpocTpa-
HEHHBIX MPUYWH HEMMMYHHOM BOISIHKU —
XpomocoMHbie abeppauuu. [1pu uzommpo-
BAHHOM aCLIMTe XpOMOCOMHBIE 11e(DeKTHl BbI-
ABJIAIOTCH pexe, HO MX HeOOXOAUMO YIUTHI-
BaTh, KAK BO3MOXHBII ()OH pa3BHUTHS STOIL
MATOJIOTUH.
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Puc. 4.25. llonepeunoe cedenne OpIOMIHOI TTOIOCTH
ILI0ra npy acigre. biaromapst NpHMeHEHHIO LIBETOBOTO
JIOTILIEPOBCKOTO KAPTHPOBAHHS B ACITHTITIECKOI XI11-
KOCTH 9€TKO BHIHA IMyTIOYHAast BeHa.

Ilpenamaneras maxmuka u npoenos. [1pu
oOHapyXeHWM acIUTa y TUI0Ja, B MEPBYIO
oyepe/ib, HEOOXOAMMO UCKITIOUNTh COYEeTAH -
Hble MIOPOKH pa3sBUTHSA, B TOM YKCIIe TOPOKH
ceplLa, XpOMOCOMHBIE AHOMAIMU U BHYT-
puyTpoOHBIe HH(peKIHUH. TeyeHne acLuTa y
J10/1a 3aBUCHT OT ero atuosoruu. Manorna-
TUYECKMA U30IUPOBAHHBIN aciAT UMeeT
OnaromnpusTHLINH nporHo3. bomnee yeM B 50%
CIy4aeB OTMeYaeTcsl ero CIOHTAaHHOe WC-
ye3HoBeHue [2|. Haubonee yacToii mpyuam-
HOIT M30TMPOBAHHOTO ACLIMTA SIBISIETCS
BHYTpUYTpoOHOEe MH(UIIMPOBAHUE MAPBO-
Bupycom B19 [3—6].

[Tpu iponoHrupoBaHuK GepeMeHHOCTH
HeoOXOOMMO OCYIIECTBIISITE JMHAMUYECKOe
sxorpadguyeckoe HaGmomeHUe, BKIKOYAKO-
1Iee JOIMUIePOBCKYIO OLIEHKY KPOBOTOKA B
BeHO3HOM TIpoToKe. [1pH HOpMAaTBHEBIX KpH-
BBIX CKOpPOCTei KPOBOTOKA B BEHO3HOM TIPO-
TOKE y TUIOAOB ¢ ACIIUTOM B OOJBIIMHCTBE
cJiydaeB oTMevaeTcs OaronpuATHLIA Iepu-
HaTaIbHBIH Ucxo/ (puc. 4.26, 4.27). TIpu Ha-
pacTaHUK aCLIMTA HEKOTOPBIE ABTOPEl PEKO-
MEHAYIOT MPOBOAUTE JIEYeOHYIO MyHKLIMIO,
0co0eHHO B TeX CJIyqasix, KOoria rpowuecc
TIPOTPEeCCHpYeT B MO3THUE CPOKU OepeMeH-
HocTU. OCHOBHAS LIEJTb MMYHKLIMK — TIPEeaoT-
BpallleHre TUCKOOPAWHALIMM POIOBOM aesi-
TeIBHOCTH M PeCITUpPaTOPHOTO JUCTPecca B
HeoHaTaJIbHOM MepHofe |7, 8].

Taxmuxa ¢ neonamaasiom nepuode. Ipu
BBISIBIIEHHH M30JIMPOBAHHOIO ACLIMTA B Ipe-
HATATEHOM [TepHOJle M UCKITIOYEHUH coYe-
TAHHOM TIATOJIOTUH, HE COBMECTHMOM ¢ 3KU3-
HEIO, TI0CIie pOJIOB peOeHOK HYXKIAaeTCHd B
TLIATe TEHOM JTHHAMHYECKOM HAOIOHeHUH W
CUMITTOMATHUYECKOI TEparin.

CIIMCOK JIMTEPATYPEI
1. Menpenes M.B. HemmmyHHas BOJIIHKA TLTO-
Ja: natoreHes, TUArHOCTUKA, JeueHHe U aKy-
HlepcKas TakTHKa // AKy1L. ruHeK. 1989, Ne 9
C.8-12.

Puc. 4.26. ITonepegrioe ceuenme GpPIOTTHON TTOIOCTH
TLTOA TIPH ACIHTE.
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Puc. 4.27. To xe nabmomeH1e IpH MCCIIeIOBAHHHE KPO-
BOTOKA B BEHO3HOM TpoToKe. OTUeTIIHBO BHITHO OTCYT-
CTBHE BRIPAKCHHEIX M3MEHEHHIT.
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JUATHOCTUYECKUH AJITOPUTM MPU BPOXKJTEHHBIX
TOPOKAX OPTAHOB BPIOIIIHO¥ [MOJIOCTU ILJIOJIA

PacrnonoxeHre opraHoB

aHoOMallbHOe

OpIoLLIHON NOAOCTA

lNonck BpoxXaAeHHbIX
NMOPOKOB cepala

lHOpM&J’IbHOG

MNepepHssa

BpiloLHan
CTeHka

HOpMaIbHaS]
XKenynok |«

nedekt

MpuvkpenneHye NynoBUHLI

l\.

Hopmaanoel SHONlBJ'IbHOEl

Hopma

OtcyTcTRYeT

YeenuieH

ATpesaus
nveBofaskenynka,
avadparmMansHas
rpbbpka

oflHoOKaMepHoe
oBpazoBaHue

[MNeyeHb,
KULLIEYHWK,
XEeN4YHLIN Ny3blpk,
ceneseHka

O6cTpyKuMa
Ha YpOBHe
xenyoka

NBO
ny3bipb

acTpoLumauc

Omdanouene

S

AHOM

MHOXECTBEHHbIe
KNCTO3HLIE
obpasoBaHus

Sy

ATtpeaun

nenesa

OBeHaaLaTUNepCcTHOMN
KULLKW, MasibpoTaLms,
KonbLeBuaHas
nomxenynoyHas

Q6CcTpYyKUMSa
KMLLEeYHUKa

ObpaszoBaHus

Acunr

MMNnepaXxoreHHle
BKTIOYEHUS

Y

BoposHka,
nepdopauna

Kuctbl andHuKa, 6pbbkeinki,
Xonepoxa, nedeHw, cene3eHku,
YAOBOEHWA; TepaTomMa,
HoBoOBGpasoBaHWsA

L

Nudpekunsa,

KUCTO3HLIN hnbpos,

nepnToHNT, KaMHK
KenyHoro nyswlps
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A

JUJIATAITUAA MOYEBBIX ITYTEHA

AHOMAIMM MOYETIOIOBOM CHCTEMBI Y TIIO-
J1a, COIPOBOXKIAOIINECS pacliMpeHHeM MO~
YEBLIX [IYTEH, MOrYT OBITE BEI3BAHEL Pa3/idd-
HBIMM TIPUYVHAMY, BKJIKOYas I1y3bIPHO-MO-
YETOUHHUKOBBIH pediIloKe, MIMOMaTHYECKYH

INUEJIODKTA3ZUA

Onpedeaenue. TIVenoskTasva xapakTepu-
3yeTcsi M30BITOUYHBIM CKOILIEHUEM KWIKOCTH
M PaCHIMPEHMEM TOYETHO JIOXaHKH TUTOJIA.

Yacmoma. [1uenoskrazus apisieTcst Hau-
6Gosiee YyacToi HAXOAKOM IIPU YJIBTPA3BYKO-
BOM HcciiepoBaHu motoaa | 3]. B tabmue 5.1
CYMMUPOBAHBI ITAHHBIE JTUTEPATYPHI O YACTO-
T€ OOHAPYXKEHUS IHEI03KTAa3UuK B IIPeHa-
TaIbHOM 1epuoe [4]. V IUI0I0B MYXKCKOIo
I10JIA MMEJI0IKTA3MS OOHAPYKMBAETCs B 5 pas
yaiie, YeM y [UI0I0B XeHCKOro 1oJja [5].

Ocnosnvte npunuunst duazrocmuru. Jlns
MPEHATATIBHOM YIIBTPA3BYKOBOI IMATHOCTH -
KH ITHEJIO3KTA3uM CIHENyeT OGCJIEJIOBEITIJ
MMOYKM IUIOHA KaK IIPU [IONE€PeYHOM, TaK
W IPOIOJIBHOM CKaHupoBaHuu. O nuiara-
LMK [IOYeYHON JIOXaHKW CYJISAT HA OCHOBA-
HUM €€ [IEPEIHE-3aIHETO Pa3Mepa IIPH o-

MUENOIKTASNIO, OOCTPYKTUBHBIE HAPYLIEHUS
u ap. |1, 2]. C KimHU4YeCKOoIi TOYKY 3peHMs B
HPEHATAIIBHOM TIepUOJIe 1Ie1eco00pa3Ho Bbi-
JIEJISATH TMET0IKTA3UID M OOCTPYKTHUBHYIO
YPOIATHIO.

Tabnuua 5. 1. YactoTa o6GHapYyKEHNS MMENOoSKTa3IA
B NMpeHaTanbHoM nepuoie [4]

ABTOpHI YactoTta
nuenoaKTa3um, %
W. Hoddic v coaBr., 1985 2
H. BeponoteenaH v coasr., 1994 2,17
L. Guariglia v coast., 1995 2,27
J. Scott v coaeT., 1995 7,3
L. Chitty u coaer., 1996 0,76
B. Langer v coaert., 1996 4,4
L. Morin u coaer., 1996 2,2
L. Pavanello v coaet., 1996 0,86
E. Wickstrom v coaget., 1996 0,72
J. Dudley u coasr., 1997 0,59
W. Persutte v coasr., 1997 55
J. Lepercg v coaeT., 1998 2
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Puc. 5.1. [TueroskTazmg 1pasoii ouxkH naona. Paciim-
PEHHAS JIOXAHKA YKA3AHE CTPEJIKOH.

[epevyHoM CKAHMPOBAHHUM 1I0YKY (puc. 5.1).
B ciydasix iBycTOpOHHEro Ipoiecca Heob-
XOAMMO [POBOAUTL M3MEPEHME JIOXaHOK
00EMX TTOveK.

CornacHo pe3yJibTataM HelaBHO ITPOBE-
JIEHHOIO aHalln3a ONyOJIMKOBAHHBIX JaH-
HBIX, B HACTOSILIECE BPEMS OTCYTCTBYIOT €1~
HBIe 3Xorpauyeckue KpUTepun MUeI09K-
Tasuu y ioaa [4]. Kpome 3Toro, Kpurepuu
pazIUIaTCs B 3aBUCHMOCTH OT CpoKa Oe-
PeMEHHOCTH, XOTS 4YacTh HccenoBaTtesei
TMETOIKTA3HEN MIPEUTATAIOT CUUTATD YBEJIU-
YEHME [IePeIHe-3aAHETO pasMepa MOYedHon
JoxaHkuy oroa > 10 MM BHE 3aBUCHMOCTH OT
cpoka bepemeHHOCTH [6—9]. BonbimHCTBO
HccleoBaTesied CUNTAT [MHEeI03KTa3nel
pacIMpPeHUE TIOUYETHOM JJOXaHKH BO BTOPOM
TpuMecTpe bepeMeHHOCTH Gojee 5 MM, a B
TpeTeeM TpuMecTpe — bosiee 8 mm [10—14].
Hexkoropbie crielianucTsl IPHIePKUBAOTCS
MHEHMS, YTO B TPETHEM TPUMECTPE HOJDKeH
OuITh Ooee yoenuTensHBN KpuTeprii — 10 MM
[15—18], aprymMeHTUPYA 3TO TEM, YTO ITOHAB-
Jstrolree OONBIIMHCTBO CIIYUACB NIATALIM
HOYeYHOM J1oXaHkn 10 10 MM He 3acmyKmnBa-
€T KIMHUYeCKOTO BHUMaHMS I10CIEe POIOB.
I1pu pactimpeHUN MOYEYHOM JTOXAHKH ILTOAA
cBbiie 10 MM IIPUHSTO TOBOPUTL O MHIPO-
Hedpose (puc. 5.2). BelIO UpemIpuHsITO He-
CKOJIBKO TIONBITOK KJIACCU(PDULIMPOBATEL CTE-
[eHb TSKeCTH THApoHedposa y wioga. Hau-
OOJBLLIYIO U3BECTHOCTD MOTYUMIIA CIISIYIOLIAs
Kinaccudgukaums |8]:
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Puc. 5.2. TlpononsHoe CKAHMPOBAHHE TIPAROH TIOYKMH
TUIONA TIPH BBIPAKEHHOM THApoHedpose (cTpenka).

Cmenens 1 (Qusuonoauneckan dusamanis)
[NoueyHas noxaHka:

nepeaHe-s3aaHuit pasmep < 1 cm.
Yaieuku: He BUSyIM3HPYIOTCS.
KopkoBbiii cioii: He U3MEHEH.

Cmenenv I

Iogeynag noxanka: 1,0—1,5 cm.
Hameuku: He BU3YUIM3HUPYIOTCS.
Kopkosblii ciioii: He U3MEHEH.

Cmenens ITT

Ioueunas jjoxaHka:
HepeaHe-3aaHui pasmep >1,5 cum.

Yaumeuku: ciierka pacuivpeHbl.

KOpKOBBII CI10#: HE U3MEHEH.

Cmenens IV
INoueyHas noxaHka:
HepeHe-3aaHuii pasmep >1.5 cm.
Yaueuky: yMEpPEHHO PaCLIMPEHBL.
Kopkossrii cioii:
HE3HAYUTEIILHO M3MEHEH.

Cmenens V
IloueuHas oxaHka:

repeaHe-3aaHui pasmep >1,5 cum.
Uaieuky: 3HAYUTEIEHO PACILHUPEHEI.
Kopkossrii cnoii: arpodus.

OnHako 3Ta KiaccihHKALILA He Oy IUIA
LIMPOKOrO pacipocTpaHEHUs B IIEPBYIO OUe-
pellb HOTOMY, YTO HE OKAa3bIBAeT CYIIECT-
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BEHHOI'O® BIIMAHMA HA [TPEHATAIEHYIO TAKTHKY.

Ecmecmeennoe meuenue nueaosxmasuu.
Pesynerarsl 0 ecTeCTBEHHOM TeUEHUH ITHE-
JIOKTA3MU B TIPEHATATEHOM IEPHOLE BECH-
Ma TPOTHUBOPEYMBEL. Tak, MCCIeNOBaHUA,
nposefieHHsie A. Grignon v coast. [8], cBu-
IeTeNbCTBYIOT, 4To B 70% CIyuaeB IMUeIosK-
Tas3us y [U10ia cTabiIbHO cOXpaHsieTcs Ha
HPOTSDXKEeHUHM Beell bepemenHocTH, B 10% —
CaMOCTOSITENILHO Mcue3aeT U B 20% Habmo-
JIEHUI cTaHOBUTCS OOJIEE BBIPAXEHHOI C
yBeJimueHueM cpoka bepemeHuHoctu. [lo
panaeiM V. Cerri u coasr. [19], B 17,7% cay-
YaeB OTMEYAIOCE TIPEHATAIIBHOE UCUE3HOBE -
HUE TTUEJI0IKTA3MM, HONTBEPKIEHHOE T10C-
Jle poxiaeHus, B 71% — HOpMaIbHast YJIbT-
Pa3ByKOBasi KAPTUHA 110CTIe POXIEeHWs 1 B 7,2%
— TOCTHATAIIBHOE YXYALIEHHE (DYHKIIN TTOYEK.

CornachHo pesysstataMm A. Adra 1 coapt.
[20], B 31% ciayuaeB OTMEYAIOCH TIPEHA-
TATbHOE UCYEIHOBEHUE ITUEJI0IKTAZHH, M0~
TBEPKIEHHOE TIOCIIE POXKIEHUST, B 25% — HOp-
MallbHas YIBTPa3sBYKOBash KapTHHA [OCIIE
poxaeHus u B 44% — naroyorud noyek. Hau-
OoJiee YaACTO BBISBISIEMON TOCITE POXIEHUS
raroyiorueit Oe OBCTPYKLMS JIOXaHOYHO-
MOYETOMHUKOBOTO COYCTBA (37%) M 1Iy3BIpHO-
MOYETOUHUKOBBIH pedunokce (33%). B 1o xe
BpemMsi 110 JJaHHbIM W. Persutte u coasr. [21],
TOJBKO B 4,7% Cly4aeB 0TMEYAIOCH MPEeHA-
TAIBHOE pa3perieHre [HUeJIOIKTA3UM, B
68,2% ciyyaeB M3MEHEHUS COXPAHSINChL B
TeueHue Beell bepemeHHocTH U B 27,6% Ha-
OmoneHu oTMedanack TpaHchopMaLus (-
€JI09KTa3uM B ruapoHedpos mnocie 28 Hen
GepeMeHHOCTH.

PaspelieHre NMUENOIKTAZMKM B IIPEHA-
TATbHOM IIEPUOJIE HE BCETHa SIBISAETCS TIPO-
THOCTUUECKU ONArONpUSTHBIM IPU3HAKOM.
CornacHo HalIMM JTaHHBIM, €CJU TIPU BeJI-
YMHE IepeaHe-3aaHero pasMepa JIOXaHKU
rmouku ropa 35—50 mm (puc. 5.3) B KoHIle
BTOPOro, HAYAIe TPETHLErO TPHUMECTPOB Ge-
PEMEHHOCTH B XOJI¢ AMHAMHYECKOI0 HA0JII0-
JIEHUST OTMEYaeTcsl 3HAYUTEIIbHOE YMEHb-
IIEHWE WIK HCYe3HOBEHUE rapoHedposa,
TO 3TO CBUIECTEIBCTBYET O CMOPIIMBAHUN
nouku [22].

[ SELECTED OTHER PRIOR

Puc. 5.3. [Tonepeynoe cKaHMPOBAHKE TYJIOBHINA TLIOHA
MpPH TEPMUHATEHOH CTa/MH ITPaBOCTOPOHHETO THIPO-
Hedposa.

Puc. 5.4. OfHOCTOPOHHSIS TIHEJIOIKTASHS Y TUTONA C CO-
HETAHHBIMH aHOMATHAMH TIpH cHHnpome ayHa.

Tenemura. PaciumpeHue 1oueaHOM JTOXaH-
KU [UTOJIa MOXeT HAOIFOIaThCs [IPK pasimi-
HBIX XPOMOCOMHBIX aHOMAJIUSIX, HO OTBET HA
BOIPOC SABJISETCS JIM TIHEIOIKTA3MSA TIpeHa-
TATHHBIM MapKepOM XPOMOCOMHBIX JIe(DEKTOB
TpeOYET TIPOBENCHUA HOMOIHUTEIBHBIX HC-
ciaepopanuil. CyMMHUDYSE paHee OImyOIMKo-
BaHHBIE pe3yiIbTaTel, P. CHalinepc U cOoaBt.
[23] ycraHoBMIM, YTO HACTOTA XPOMOCOMHBIX
J1e(heKTOB y TIIONIOB TIPH TIMEJIO3KTA3HM CO-
ctapwia B cpeaHeM 8% . V GOIBILIMHCTBA TUI0-
JIOB TIPU HATMYIMI XPOMOCOMHOM [ATOJIOTHI
BBISIBIIEHO COYETAHME TMEJIOIKTAZUM U APY-
TMX aHOMaIMi passuTug (puc. 5.4). Ho naxe
B IPYIIIE TDUIOLOB IPYU U30JIMPOBAHHOM THI-
poHedpo3e YacToTa BCTPEYaeMOCTH XPOMO-
COMHBIX JieheKTOB cocTaBia 2%.
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Hpenamaavriana maxmuxa. YMEpPeHHO BbI-
pakeHHas TMEJIOKTA3M MMEET XOPOLLIMA
[POrHO3 M HEOOXOAUMOCTH OIEPATHBHOTO
JIEUEHUST TT0CIIE POMOB BO3ZHUKAET JIOCTATOY-
HO peako. Yacrora yMepeHHO BBIpaKeHHOM
TIMEJIOIKTA3UM COCTABIISIET MEHEE 5 CITyUacB
Ha 1000 voBopoxIeHHBIX. B OOJIBILIMHCTBE
CJIy4aeB yMEPEHHO BBIPAKEHHOM [THeJI09KTa-
3UM OTMEYAeTCsl CIIOHTAHHOE paspelieHue
nocie poxaeHusa pedeHka. OmHAKO AaleKo
HE BO BCEX MPOBEAEHHBIX MCCIIEAOBAHMSIX OT-
MeUeHA HU3KAasi YacToTa XUPYPrudecKkoro Je-
YeHUsl B CIYYasix [PeHATAILHON AUHATHOC-
TUKM [TUEJIOKTa3UM. Pe3ylibTaTs 1IpoBeaeH-
HOTO HaM¥M aHAIM3a ONyOIIMKOBAHHBIX JIaH-
HbIX [4] tpencranineHsl B Tabimie 5.2.

Yame Bcero npu crienuaiv3npoBaHHOM
YPOJIOrHYeCKOM 06CIIeI0BAaHUM HOBOPOX-
JIEHHBIX B CIIyHasIX TIPEHATAIILHO BBIABICHHOM
IUEJIOAKTA3HH OOHAPYKUBAIOT OOCTPYKLIMIO
JIOXaHOTHO-MOYETOYHNKOBOTO COYCTRS, ITy-
3BIPHO-MOYE€TOYHUKOBBII pedIioKe, 3aaHue
YPETPATBHBIE KJIAIIAHBL, METATIOYPETED, ype-
TEPOLIEJIE M IKTOINIO MOYETOYHMKA [24].

[penaraibHOe KOHCYIBETUPOBAHUE BKIIH)-
YaeT TIIATENBHYIO OLIEHKY YIbTPa3BYKOBOI
AHATOMMHM TUTOMA JUTA UCKIIFOUEHMS COYeTaH-
HBIX aHOMAaJIMIiL, OOCYKIEHUE LeIecoodpas-

OBCTPYKTUBHASA YPOIIATHA

Onpedeaenue. OOGCTPYKLIMS MOYEBOTO
TPAKTA y TUI0JIa MOXKET HAOJIIOIAaThCS Ha JTH0-
OoM ypoOBHE: BbICOKaf 0OCTpyKuUs, 00-
CTPYKIMS HAa YPOBHE JIOXAHOYHO-MOYETOY-
HUKOBOro coyctesi (OJIMC), obcTpykims Ha
CpEIHEM YDPOBHE (MOYETOYHMK), OOCTPYK-
LIMS HA YPOBHE MY3BIPHO-MOYECTOUHUKOBO-
ro coeamnHeHus (OTIMC), Huskas 0bCTpyK-
st (yperpa). OJIMC sasnsiercst Hauboee
YacToi NPUYUMHOKM OBCTPYKTMBHOI ypolia-
TUU y IUIOA U cocTaBisieT B cpenrem 50%
OT BCEX BPOXICHHBIX YPOIIOTMYECKUX aHO-
mammit [25].

Ocrogrbie npuniunbl OUAZHOCHIUKI U MAK-

muku. OCHOBHBIE 3X0rpad)MuecKne 1pu3Ha-
kKamu OJIM C BKIIOUAaIoT IUIATAITMIO TTOUeY-
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TaGnuua 5.2. YacToTa XMpYyprudeckorc neveHns
HOBOPOX/EHHLIX B CNyYasX NPEHATaNBHO AUArHO-
CTUPOBaHHOW NuenoakTazumn [4]

YacTtora
ABTOpHI N XMpYpruyeckoro

neyeHust
B. Langer 1 coaseT., 1994 95 T (7,4%)
A. Adra w coaer., 1995 84 4 (4,8%)
L. Chitty u coasT., 1996 776 31 (4%)
J. Ouzounian v coaeT., 1996 84 13 (15,56%)
L. Pavanello v coaer., 1996 177 20 (11,3%)
V. Cerri v coager., 1997 90 2(2,2%)
W. Persutte v coasT., 1997 251 9 (3,6%)
R. Wilson » coasr., 1997 59 13 (22%)
H. Kitagawa v coasr., 1998 103 15 (14,7%)
J. Lepercq u coasr., 1998 116 41 (35,3%)

HOCTH [IPOBEJIEHUS TTPEHATAIIBHOIO KAPHUOTH-
IIMPOBAHMS, JMHAMWYECKOE 3Xorpaduueckoe
HAOJIIOIEHNE 338 CTEIIEHBK) BBIPAXEHHOCTH
nuenoskTasuu. JIocpouyHoe pomopaspele-
HHE ONPABIAHO B CJIy9asx MaioBouusa. B 1o-
CTHATAIIBHOM TIEPHOJIE ITOKA3AHBI JMHAMM-
JecKoOe HaGHIOJIEHI-‘Ie 1 KOHCYIIBETALMSA OeTC-
KOI0 ypoJiora.

HOM JIOXaHKM ¢ WM 03 paciupeHust dailie-
YeK; MOUYETOUHHKN HE BU3YAIHU3UDYKTCS;
MOYEBOM IY3BIDh MOXET UMETH OOBIYHBIE
pa3sMepPBl MM B HEKOTOPBIX CIIydasax HEe BU3Y-
aymsupyetcs (puc. 5.5). CreneHb BeIpakeH-
HOCTH [IHUEJIOKTA3HH 3aBUCHUT OT BBIPAXEH-
HOCTH OOCTPYKUMU U €€ [IPOIOJLKUTEIEHOC-
TH. B crrygasx paHHEro nposiBIieHUS TTOJTHOI
0bCTpyKLIMM (hOPMUPYETCS OUYESTHAS JTHCII-
J1a3us ¢ rotepeit hpyHkimm [26].

Takruka opu eeisiinennd OJIMC poik-
H2a ObITb BBDKUAATEILHOM. ¥ CTAHOBKA [1Y3bIp-
HO-aMHUOTUYECKOIC LIYHTA HE II0Ka3aHa,
TaK Kak ypoBeHBb OOCTPYKLIMM pacioiaraet-
¢ Bbillle MO4YeBOro 1y3bips. llerecoobpas-
HOCTE IPEHUPOBAHUS IMOYCUYHBIX JIOXAHOK
HOCHUT CIIOPHBII XapakTep.
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Pue. 5.5. lonepeynoe cKaHUPOBAHKE TYJIOBHIIA TLIOMNA
npu npasocroporseit OJIMC (crpenka).

K ynsrpassykosbiM Kputepusam OIIMC y
IUI0Ia OTHOCSIT PACILIMPEHVE MOYETOUHNKA U
MHEJIO3KTA3HI0 (prc. 5.6, 5.7). MoueBoil 1my-
36IPb OOBIYHO KMEeT HOPMAIBHBIE PA3MEPBL
Takrtuka Bepenus rpu OIIMC ananornuxa
npeHaralbHOM TakTKe npu OJIMC.

Hawuboiee yactoil IpHUMHOK HU3KO 00-
CTPYKLIUM SIBJISIKOTCS 3aJIHKE ypeTpalbHbIe
KJaraHbl. B ciyuasix BeIpaskeHHOI 00CTpyK-
LMK HabITo1aeTesi MaJloBOME, KOTOPOE MO-
KET MPUBOAMTE K THIOIUIA3UM JIETKUX, Ie-
hopMaLIMAM JIMLIEBBIX CTPYKTYP M KOHEYHO-
creit, (ubpo3y M JIMCIUIA3HK TTOYEeYHOI 118~
pEeHXMMBL OXorpaduueckas KapTuHa IIpH
HUM3KOI OBCTPYKIIMM XapaKTepH3yeTcs Ha-
JINYHeM JIIATUPOBAHHOI YpeTphbl MPOKCH-
MallbHee MecTa OOCTPYKIIMK, BEIpaKeHHero
paclIUpeHUs: MOYEBOTo IIy3sIpsi (puc. 5.8),
JIBYCTOPOHHETO PACIIMPEHUs] MOYETOUHU-
KOB U IHUEJIO3KTA3ZUYN PATUIHON CTEreHH
TSDKECTH.

ITpeHaraibHas TAKTHKA TIPU HU3KOM 00-
CTPYKLIMM 3aBUCHUT OT CPOKa OepeMeHHOCTH,
HAIMYMA MATIOBOIMA M COMETAHHBIX AHOMA-
Juit, (GYHKIMOHATBEHOTO COCTOSHUA TOYEK.
B cayqasx ymepeHHO BBIPAKEHHOM 1 HETTPOT-
PECCUPYIOLLEH THENTOIKTA3HIN CIECAYET IIPU-
JIEPKUBATLCA KOHCEPBATUBHOM TAKTUKH [27].
[Tpu mporpeccupoBaHUHM OOCTPYKTUBHBIX
MOBPEXICHUI 000CHOBAHO POAOPA3PEILEHIE
C BO3MOXHOI XMPYPIHYECKOl KOppeKIHeid
TTOPOKA TS TIPEIYIIPEXICHUS BEIPAKEHHBIX
HapylIeHWI! oYeK y rwioaa [26].

UWE SELECTED OTHMER PRIOR

Puc. 5.7, bepemennocts 28 Hen. 1 — ruaposedpos; 2 —
METaypeTep.

Puc. 5.8. bepemernocts 36 Hen. OBCTpYKITHS MOYEBEI-
BOMSITITAX MyTell IUI0fIa Ha HH3KOM ypoBHe. BuieH pes-
KO paclIHPEHHBIH MOYEBOH ITY3BIPE.
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Ilpu HenOHOWIEHHOW OEepeMEHHOCTH
IUIO/IBI C BBIPAKEHHOK O0CTPYKTUBHON ypo-
nartueit MoryT GbITh KAHIUIATAMU JUIS BHYT-
puyTpobHOoi xupypruu. JekoMmmpeccus 06-
CTPYKTHBHOI'O MOYEBOTO ITY3bIPS yMEHbLIA-
€T PUCK BBIPaXEHHOTO MAJIOBOAMS M TEM Ca-
MBIM MOXET IPEIsaTCTBOBATH BOHUKHOBE-
HUIO TUTIOIUIA3KH JIeTKUX, nedpopMaliuii Jim-
LIEBBIX CTPYKTYpP M KoHeuHocteil. Kpome
3TOTO, AEKOMIIDECCHS TaKXKe COIPOBOX-
JIAETCH CHUKEHMEM BHYTPHUIIOUEYHOTO AAB-
JIEHUsI U MOXET MpPeIylpeauTh pa3BuTHE
¢ubposa ¥ AHCIUIA3UK 1IOYEYHOM IapeH-
XUMBI [28].

TepanepTnueckue MEPOITPUATHS IPH 0O-
CTPYKIMK MOUYEBOTO MY3LIPSi BKITIOUAIOT aC-
MUPALMIO, 3HIOCKOIIUID, BHYTPUYTPOOHYIO
OolepaLri U Iy3bIPHO-AaMHUOTHYECKOE
myHTUpoBaHue. OIHUM M3 TIABHBIX YCIO-
BUIT TIPOBEAEHUST MHBA3SHBHBIX MPOLIEAY]D AB-
JIAeTCA WCCIeoBAHUEe MOYM [LIOHA IS
oueHKN PyHKUUH oYek. OnbIT IpuMeHe-
HUSA SHIOCKOIMM ¥ BHYTPUYTPOOHBIX OI1€-
pauMii orpaHndeH TOJIBKO HECKOJIBKMMM Ha-
OmoeHUSIMM M 5TH METOIIBI TOKA HOCST
BoJIbIIEe 3KCIIEPUMEHTAIBHBIN XapakTep [29,
30]. [MoaToMmy MeTOOOM BHIOOpA SABISETCS
MNY3BIPHO-AaMHUOTHYECKOE LIIYHTUPOBAHUE C
HCITOJIB30BAHMEM CIIELMAIIBHOTO KareTepa B
hopMe «IBOIHOIO MOPOCSYEro XBOCTHKA».

Ily3vipro-amuunonuseckoe wyHmuposarnue.
OOBIYHO KAHAMOATAMH 1A Ty3BIPHO-aMHU-
OTUYECKOTO LIIYHTUPOBAHUS SIBIISTHOTCSE HEHO-
HOLIEHHBIE TUIOJBI ¢ BBIPAXKEHHOU 00CTpYK-
TUBHOM yporiaTHeil ¥ coXpaHeHHOH (PyHKLIM-
eil nouek. O6 agekBaTHOM (DYHKIMM TOYEK
CYIIAT [10 CIHEAYIOUIMM TTOKA3ATENAM MOYK
wrona |31, 32]:

Na' < 100 Mmmonb/I
G < 90 MMOJIB/IT
OCcMOJISIPHOCTD < 200 Mmonb/n
o < 8 MMoOIIB/1T
OO0t 610K < 20 MMOJTB/11

IIpoBeneHHbIe HCCIeAOBAHUS YyOeaU-
TEJTEHO CBUICTEIBCTBYIOT. YTO HU OIWH M3
rokasareseil MOYH IDI0Ha B U30JIMPOBAHHOM
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BUIE HE TMO3BOJIAET TOUYHO MPEACKA3BIBATE
MOYEYHYIO AUCIUIa3uio. TolbKO KOMIUIEK-
CHBIIl yYeT HECKOJIBKMX TIOKa3aTeseil [aer
BO3MOXHOCTE 3HAYMTENIBHO [TOBLICHUTH YYB-
CTBUTEJIBHOCTE ¥ CIIELIM(PUIHOCTD B OLIEHKE
CTENIEHN THXKECTH TOpaXkeHus (PyHKIUM
nouek [28]. Hekortopbie aBTOpLI CUMTAIOT,
Y10 (PYHKIHMIO T104YeK Oojiee TOUHO MOXKHO
OLEHUTh, HCIIOJB3YSE MHHMUMYM 3 MyHK-
MM MOYEBOTIO IMY3bIPS ¢ MHTEPBAJIOM B
48—72 uaca W CcpaBHMBAas MOKa3aTeJ]H B
JuHaMuKe |28].

[1y3bIpHO-aMHHOTHIECKOE [IYHTHPOBa-
HUE CJIeAYeT MCIOIB30BaTh KaK MOXHO
pPaHbLUIE JUIS HPEAYIIPEXKACHUA MOPAXKECHUA
nouek. CpoKu HPOBEAEHNS IHYHTUPOBAHUS
3aBUCST OT CPOKa DepeMeHHOCTH, B KOTOPbIE
obHapyXeHo 3aboyieBaHUE, KM CTEIIEHU ero
BBIpaXeHHOCTU. [1y3BIpHO-aMHUOTHYECKOE
LIIYHTUPOBAHUE ITPOBOJIAT JlaKe paHee 14 Hex
GepemenHoctH [33].

CrietyeT OTMETHTD, YTO MY3BIPHO-aMHK -
OTUYECKOE [IYHTUPOBAHUE HE JIMLIEHO OC-
JIOKHEHMI, TAKUX KaK TMPeXIeBpeMeHHbII
paspeiB 000JI0UEK U [pesKIeBpeMeHHbBIe
POIBL, XOPUOAMHUOHUT, CMEILIEHUE U Hapy-
LIEHHE ITPOXOAMMOCTH KAaTeTepa, a4 TAKXKe
PEAKUX OCITIOXHEHWN — TPABMA TIJIOIA U KpO-
Boteuenue |34, 35]. Iloatomy nocie ycra-
HOBKH LIYHTA CJIEAYET OCYIIECTBIISTh AUHA-
MUUecKoe axorpaduieckoe HabmoaeHue (2
pasa B Hell) 3a ero PaciojIOXKEeHHEM., a TAKXKe
3a COCTOAHMEM TII0AA ¥ KOITMYECTBOM aMHHU-
OTUYECKOH KUIKOCTH.

Taxmura eedenun 6 HeoHaMabHOM nepu-
ode. B HeoHATAIBHOM Tiepuojie Yepe3 36—48
YACOB TI0CIIE POMIOB HEOOXOMMMO TIPOBECTH
VIIBTPa3BYKOBOE HCCIENOBAHUE UISL I1OJI-
TBEPXICHUS MPEeHATATIbHOTO AMATHO3a
¥ OLIEHKHM MOYEBOTO TPAKTa Y HOBOPOXIEH-
Horo [36]. Jlusi uckiIoYeHUs y3BIPHO-
MOUYETOYHHUKOBOTO pediroKca MoKa3aHa
mucrorpagusa. [Toka He MCKIIIOUEH ITy3bIp-
HO-MOYETOYHHUKOBEIM Pe(IIIOKC BO3MOXKHO
npodhMIaKTUYecKoe Ha3HavueHue aHTHOMOo-
TUKOB. JI1st (pyHKUMOHAILHOI OLIEHKH T10-
PAaXEHHOIT TOYKH HCIOTB3YIOT M30TOMTHYK)
perorpaguwo. Eciu ripu peHorpauu BbisiB-
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JIEHO 9aCTUYHOE HapyIIeHNE, TO UCCIEA0BA-
HUE CJIeflyeT TMOBTOPHUTHL depe3 3 Mecsia.
IIpu croifikoM BbIpaxXxeHHOM pacliUpeHHN
IMOKA3aHa PEKOHCTPYKTUBHAS Ollepaisi,
KOTOpas OOBIYHO AAeT IPEBOCXOJHBIE pe-
3YIIBTATHI.

¥ bosbiuMHCTBA JeTel ¢ rpoHedpo3oM
0e3 BUIMMOI 0DCTPYKUNY II0KA3aHO AWHA-
Muueckoe HaOogeHue. B cirydasx, tpedy-
IOILMX OIIEPATUBHOTO JIEYEHWS, YIAeTCs 10-
OMBATBCS XOPOIUMX PE3YJIBTATOB M YacTo
BOCCTAHOBIEHUS (DYHKLIMU TOYKH. OIHAKO
HE y BCEX JIeTeil roueyHas (PyHKIMS BOCCTA-
HAaBIMBAETCS, a NPEACKA3BIBATE 3TO T10CIIE
onepaumm He yHaercsa. OOBMHO YeM paHb-
L€ [MPOBOAVTCS ONEPALMA. TEM PEXKE OTME-
yarTes HapyleHUst (DYHKITMH [10YEK.

[Tpm 3aHUX ypeTpabHBIX KJIAIIaHAX U
BOCCTAHOBJIEHMS MPOXOAMMOCTH B TOCT-
HATAJILHOM TIEPHOJIE YCTAHABIMBACTCS KaTe-
T€P WIM IIPOBOOUTCS Be3uKocToMMs |[37].
[Mociie KoppeKLUM BOAHOIO U 3JIEKTPO-
JIUTHOTO HAPYIIEHUH KM cTabMIM3aimu 110-
yeuHOM (PYHKLIMM OCYILECTRIISIOT yIaIeHUe
WJIH 3JIEKTPOKOATYIISILIMIO 3aIHUX YPeTpaib-
HBIX KJIAllaHOB, HO faXKe B CITy4asx ycrieri-
HOIl Teparvi HEKOTOPbie MATBYHMKH MOTYT
YMEPETH B TEUEHWE TEPBBIX HECKOIBKHMX
HEJ1eJIb, OOBIMHO OT JIETOYHOI HEeZOCTATOY-
HocTh. Kpome 3Toro, y MHOTMX BEDKHBILIIX
JeTeil oTMedaeTcsl HeaaeKBaTHas (DYHKIIUS
IMOYeK, KOTOpas MOXeT IpOrpeccHpoBaTh
1 TpeOOBATh AMAIN3a M TPAHCIUTAHTALIMM.
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METAIIACTUK—MUKPOKOJIOH-MHTECTUHAJIbHBIN
TUTNOINEPUCTAJIBTUYECKUN CUHIPOM U METAIITUCTUK

Onpedeaenne. MerauMcTyK IPENCTABIIET
c000i1 BBIpAXEHHYI JWIATALIM MOYEBOIO
My3bIPS ¢ TOHKHUMH HeTpabeKyJIsipHBIMU
creHKamu | 1]. MeraumcTuk MOXeT COYeTaThb-
€Sl ¢ UHTECTUHAIILHBIM TUIIONEPUCTATIBTIIEC-
kM cuHapomoM (MMMI'C), mpu koTopom
OOJIBIION KUIIIEYHUK YKOPOUYEH 1 PACILIMDPEH.
B 10—14 Hepn 6epeMeHHOCTH JIMATHOCTHYEC-
KWM KpHUTepHeM MeralCcTHKa SIBIIIeTCs yBe-
JIMYEHHE MPONOJIBLHONO pasMepa MOYEBOIO
y36Ips CBBIIIE 8 MM [2].

Yacmoma. MerallcTuK y IUI011a BCTpeya-
eTcs ¢ yactotoi 1 ciyyail Ha 1600 Gepemen-
Hocteil. B 10—14 Hen munataiina MOUEBOTO
yseIpst Berpewaercs y 0,06% ruionos |2].

Ocnosnvie npurigunst ouaznocmuxu. 1lpe-
HatareHb auarnos MMUI'C moxet ObITh
3aM0/I03PEH 1IPY OOHAPYKEHUHU Y TLI0/1A KEeH-
CKOrO T10J1a BBIPAXKEHHOI JTWIATALMN MOYe -
BOTO My3bIpsi HA (pOHE HOPMAITBHOIO WM
CJIErKa YBEJIMYEHHOTO KOJIMYEeCTBA AMHHUOTH -
qeckoil kugkocTH (puc. 5.9). MaroBomaue
MOXeT OBbITh JIMATHOCTUPOBAHO BO BTOPOM U
B Hauajle TPeThEro TpumMecTpa GepeMeHHOC-
™ [3]. T1py ManoBoaMM maTaums MOYEeBO-
TO 11y3BIPS HEPEJIKO COITPOBOXIAETCS PACILIV-
peHUEM BEPXHUX OTHEIIOB MOYEBBIBOISIINX
nyTeit, 4To CBUaeTeIbcTBYeT 00 0OCTPYKTUB-

Puc. 5.9. llonepeynoe ceyeHHe TWIOBHINA IUIONA TIPH
MMHIC.

HOIl yponiatuu. B niosaHue cpoku depemeH-
HocT 1ipy MMUWI'C MoxeT oTMeuarses pac-
[IMPEHKE TTeTe) b KUIIIEUHNKA.

CriejryeT HOMHUTB, YTO B HEKOTOPBIX CITy-
qasgx Y HOPMaIIbHOTO TUIOAA MOTYT OOHAPYXKHM-
BaThCst GOJIBIIINE Pa3Mephbl MOYEBOIO ITy3bIPS,
HO B TeyeHue 30—40 MUH NPOHUCXOINUT €r0
oropoXHeHue |4].

Ecmecmeennoe meseniue. MMUI'C B 60116~
[IMHCTBE C/TY4aeB 3aKaHIMBAeTCS JIeTATbHBLIM
ucxonoM. OCHOBHOIM [IPUYMHON CMEPTH SIBITSI-
FOTCS TOYEYHAS M KWIIeYHAd HemocTaroy-
HOCTB, CETCHC. BEIpakeHHas muaraumst MO-
yeporo nyseips B 10—14 uen GepemeHHOCTH
OOLIYHO COITPOBOXKIALTCS TIPOrPEeCCUPYIOLLETH
obcTpykTHBHOI yponarueil. B ciyuasx yme-
PEHHOTO PACIIMPEHUS MOYEBOrO ITy3BIPs
OOBIYHO OTMEYAETCS CIOHTAHHOE pasperie-
HMe merauucTuka K 20 Helr OepemMeHHOCTH 063
KaKuX-Jub0 OTPULIATEILHBIX [10CIIeICTBUI
JUIST pa3BUTHSA M (DYHKLIMH TIOYEK.

Teriemnura. Iloarn Bee cnysan MMHUI'C
SIBIISTIOTCS criopagudecKuMu. OnucaHbl
TOJIBKO 6 CITy4yaeB CHHAPOMA C BO3MOKHBIM
AyTOCOMHO-PELIECCUBHBIM HACJIEHOBAHUEM
[5—7]. B cinyuasax auiataumy MOYEBOTO IIy-
3eips B 10—14 ven y 20% ruionos obHApyxe-
HbI XPOMOCOMHBIE aHoMaluu |2]. B 31ux Ha-
OIIOIEHUSIX OTMEYEHO COYEeTAHME METaLmc-
THKA C PACIIMPEHNEM BOPOTHUKOBOTO [PO-
CTPAHCTBA.

Bo Bcex cirygastx cMepTH TUI0I1a MOKA3aHO
[IPOBELEHIE IMOJIHOIO [ATOJIOr0aHATOMUYEC-
Koro wcciegoBanus. IIpu reHeTHYECKOM
KOHCYJIETUPOBAHUM HEOOXOAMMO NCKITIOUNTD
BO3MOXXHOCTB 2y TOCOMHO-PELIECCUBHOIO Ha-
crenosanuss MMUWI'C. Tlpu nocnemyomnmx
OepeMeHHOCTSX CIIEyeT PeKOMEHAOBATH
YIIBTPA3BYKOBOE MCCIIEIOBAHME.
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CUH/JIPOM PRUNE-BELLY

Onpedeaenune. Cunjapom Prune-belly
MPECTABIISET COOOI COUYeTaHMe TPEX OCHOB-
HBIX [MPU3HAKOB: TMIIOTEH3MM MBILIL Tepe-
JIHEH OPIOLIHOM CTEHKH, DONBILIOTrO aTOHMY -
HOT'O MOUYEBOTO MY3BIPS M KPUITTOPXU3MA.

Yacmoma. Yacrtora cungpoma Prune-
belly cocrapnser 1 caygaii va 35 000—50 000
HOBOPOXIeHHBIX [ 1].

Kraccugpuranua. Kivmdaeckn yciiopHO
BBIIEJISIOT TP CTENEHWN TSXKECTH CUHIPO-
ma. Jlerkasg — HaIMUYHE TPEX XapaKTepHbIX
OCHOBHBIX TPU3HAKOB; TP CPEIHEIl. 10~
HOJIHUTEJIBHO K Tpuane, HabloaaeTcs: pac-
LIMPEHWE MOYETOUHMKOB; NIpM Hambomee

Pue. 5.10. bepemenrocts 20 wept. [pomoashoe ckaHn-
POBAHKE TYIOBHINE T101a. OTUeTIIHEO BHIECH YBeIMICH-
HEI B pasMepax MOYEBO 1y35IpE TUIONA.
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TsIKes0i hopMe CUHIPOMa — CHIPOYpPeTep,
ruapoHedpo3, JUCIUIa3KU MOYEK, a TAKKe
BO3MOXHO pasBuTne cuHapoma IloTTepa
(ypeTpasibHasg OOCTPYKLMS OGyCIABIMBAET
BBIpAXKEHHOE MAJIOBOAME M TAKHUE €ro I10-
CIIEICTBUSL KAK I'MIIOIUIA3HS JIETKHX, CKeJeT-
Hble JiehbopMAaITUM ¥ XapaKTepHbIE OCODEH-
HOCTH JIMLIA).

Ocroenste npunyunot ouazrocmuxu. [1pe-
HaTalbHas sxorpaduueckas JIHarHoCTHKA
cunapoma Prune-belly ocHoBbIBaeTcs Ha
BU3YaIM3alMM BbIPAXEHHON Awiatauuv v
TUIepTpoUU CTEHOK MOYEBOIO MY3BIPS,
HCTOHYEHHOI MepepacTIHYTOH HeperHeil
OpromHoN creHky 1orona (puc. 5.10) [2—4].

Puc. 5.11. bepemennocts 15 Hep. CTpenkoii ykaszaH yee-
JIMYEHHBIH B pa3Mepax MOYeBOI IIyIEIpE 117I0/1a ITPH CHH-
npome Prune-belly.
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PesynmsTaTtoM cMHAPOMA MOXET SIBUTHCS MO-
yeBOi acuut. Pan apyrux sxorpamieckux
MPU3HAKOB 3aBHCUT OT CTEIIeHH BbIPAXKeH-
HOCTH CHHIpoma |3].

Pannas npenamaivhnas OuazHOCMuUKA.
[NpenataibHas yIbTpa3ByKoBast IMArHOCTH-
Ka cuHapoma Prune-belly BosamoxHa ¢ Haya-
Jla BTroporo tpunmectpa bepemeHHoctu [5]. B
3TH CPOKM OCHOBHBIM 3XOrpa(pryecKum Ipu-
3HAKOM CHHAPOMA SABISAETCS BBIPAXKEHHOE
yYBEIWYEHUE Pa3MEPOB MOYEBOTO IY3BIPS,
KOTOPBII MOXET 3aHUMAaTh OOJIBIIYIO YacTh
Op1oiHOMM 11o1ocTH moaa (puc. 5.11).

Tenemuxa. BonblIMHCTBO HAOIIOOEHMI
SBJIAIOTCS criopagnyecKumy. KMmerommecs
ceMeHbIe HAGJIIONEHMS HE 1103BOJISIOT OJHO-
3HAYHO CYAMTE O THIE HACIIEAOBAHUS CHH/I-
pomMa [6]. B smmrepatype coobIaiocs o cove-
TaHuM cuHapoma Prune-belly ¢ xpomocom-
HbIMHU aHoMalussMu (TpucomMust 13, 18 u
45,X0) 3.7, 8].

1lpenamaashas maxmuxa u npoznos. 1lpe-
HaTaTbHOE 00CIeIOBAHNE HOIIKHO BKIFOYATE
KAPHUOTHITMPOBAHKHE M TILATEIEHOE Y/ILTpa-
3BYKOBOE HCCIEIOBAHNE C MOAPOOHOM OLIEH-
KOW aHaTOMMM JIMLA ¥ BHYTPEHHMX OPraHOB
wopa. B ciydae rubenu rUiofa WM HOBO-
POXKIEHHOTO MTOKA3aHO TIATETHHOE MATONO-
rOaHATOMMYECKOE MCCIISOBaHME.

IIpu BeIABICHNN cuHapoMa Prune-belly,
COUETAKIIIErOCsI € BEIPAXKEHHBIM MAJIOBOJIVEM,
CIIEMyeT TIPEIIOXKUTEL TIpephIBaHIE OepeMeH-
HOCTH, TaK KaK [MPOrHO3 IIPH TAKOM COYMETAHHH
KpaiiHe HeOsarotpusTHbI: B 20% ciyuaeB Ha-
CTYIIAET aHTeHaTAIbHas THoeb 1 50% neteil
YMUPAOT B [IEPBBIC IBa Toa X13HU. B cyaa-
SIX JIETKOI CTeICHW TSDKECTH CUHAPOMA TPO-
THO3 TAKKE B OOJIBIIMHCTBE CIIydaeB HeOnaron-
PUMSTHBIIA, XOTSI COOOLIATIOCH O CIIY4YasiX YCIel-
HOM XUPYPrMUeCKOi KOPPeKLHn. YCrex Xii-
PYPIruUecKoil KOPpeKIIMKI 3aBUCHUT OT CTETIeHN
BOBJICUEHHOCTH B MATOJIONMYECKUIT TTPOLIECC
JIPYTHIX OPraHoB ¥ CUCTEM TLIOHA.

BHyTpuyTpobHas AEKOMIIPECCH S MOYEBO-
roO Iy3bIps MOXET [IPEIOTBPATUTH DA3BUTUE
pasBepHYTOM KapTuHbl cHHApoMa. OrucaHbl

CIIydau, Korja Jaxe OHOKPATHOM HEKOMIIpeC-
CHUM OBUIO JOCTATOYHO JUIS YCTPaHEHM A (DyHK-
UHoHAILHOI 00cTpyKiK [9]. B TO Xe Bpems
JIPYTVie UCCIeHoBaTe M cOOOLIAIT O PA3BUTHI
KIIMHUYECKOI KapTHHBI CUHIPOMa HECMOTPS
HA TIPOBEJEHME paHHeH gekommpeccun [10].
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OJHOCTOPOHHAA IMMOYEYHAA ATEHE3HWA

Onpedeaenune. Tlog OIHOCTOPOHHEN TI0-
YEeUHOM areHesuel roApasyMeBaloT HaIure
TOJIBKO OJIHOM TTOUKM. B 3THX Cyyasx HoiK-
HA ObITh MCKIIFOYEHA SKTOIHS ITOYK.

Yacmoma. OIHOCTOPOHHIOK TIOUYEYHYIO
areHe3n0 OOHAPYKHUBAIOT HPHOIN3HUTEIIEHO
B ofHOM ciry4uae Ha 1500 3KCKpeTOpHbIX Ypo-
rpacuii u B ogHoMm 13 1000 naTonoroanarto-
MUYECKHX MccliegoBaHuii [1].

Ocnoenvie npunyunvt duaznocmuxu. [pe-
HatajlbHas YJIbTPa3BYKOBasl JHUATHOCTHKA
OIHOCTOPOHHEM IIOYEYHOM areHe3nu ocy-
LIECTRIISETCS 3HAYMUTENLHO PEXe, UeM OHAa
BCTpEUAETCA. 3TO 00YCIIOBIEHO TEM, YTO ITPH
OHHOCTOPOHHEH ITOYEYHOU areHe3uH, Kak
1IPABIJIO, COXPAHACTCH HOPMAIBHOE KOJIN-
YECTBO aMHMOTHYECKOM XIJIKOCTH, BU3ya-
JIM3UPYETCA MOYEBOM Ty3BIPh, 4 HAATIOHEY-
HHK MOXeT OBITh IPHHAT 3a 104Ky [2]. Tou-

Puc. 5.12. [lonepeyroe ceueHHE TYIOBHINA TIIOIA TIPH
ANCHE3HH TTPAROH 110 KH. JleBas IOYKa YKasaHa CTPCIKOKH.

HOE CODIIIOAEHNE METOAUKK OOCIIEIOBaHMS
IOYEK IUIOHA [TO3BOIIAET IIOBBICUTE BEISBIISA-
€MOCTh 3TOr0 TIopoka (puc. 5.12). Cnemyet
OTMETHTB, YTO [IPH OJHOCTOPOHHEI 110Yey -
HOI areHe3uu 4acTo HabII0AaeTCs KOMIIeH-
caTOpHOE YBEJIMYEHUE EIMHCTBEHHOM T0Y-
KI1. ,[[J'lﬂ HCEKJIIYEHW A JIOXKHOITOIOXKHTEI b~
HBIX PE3YJIBTATOR HHATHOCTHKY IPU OTCYT-
CTBUM 3XOTEHM IIOYKHM B MecTe OOBIYHOro
pactionoXeHus HeOOXOIMMO MCKIIKYHUTH €€
JIMCTOTIMIO.

Covemannbie anomaauu. ONUCAHBI COYe-
TAHWS OIHOCTOPOHHEH IMOYEeYHON areHe3uu
¢ €OMHCTBEHHOM apTepuet IyTOBUHBI, aHO-
MAJIMAMI [TOJIOBBIX OPraHOB H areHesueil
HAIIIOYEYHHKOB [3].

Taxkmurxa eedenus. Y nereil M B3pOCIIBIX C
€AMHCTBEHHOM IMOYKOM 3HAYUTEIILHO YAaIle
OTMEYaeTCs MOYEYHAs TUIIEPTEeH3Us, KOTOpast
TpedyeT CreLaIbHOIO JICUEHHS.
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ATEHE3USA TMTOYEK

Onpedeaerine. AreHe3us 1MOYEK O3HAYAET
HOJIHOE OTCYTCTBHE 00eHX 110YeK. Bo3HUKHO-
BEHME 3TOr0 opoka 00yCcJIOBIEHO HAPYILIE-
HUEM B IIOCIEHOBATENILHOM LIEIH IPOLIECCOB
HOPMAJILHOTO 3MOpHoreHes3a ot 1npoxedpo-
ca Kk meTanedpocy [1].
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Yacmoma. Yacrora IByCTOPOHHEI! areHe-
31M TI0YEK COCTABIIsAeT B cpejHeM 1 ciryvait
Ha 4500 voBopoxaeHHBIX [1]. OTMeueHo, UTO
IOPOK B 2 pasza uane OOHapyKMBaeTcst y
MAJIBYHKOB.
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Puc. 5.13. [Nonepeynoe ceyerne TYVIOBMINA TIIONA TIPH
ITBYCTOPOHHCEH areHesmH notick B 20 Her GepeMEHEOCTH.

Ocrosnste npunyunst onaznocmuxu. Ilato-
THOMOHWYHAS TpUaa 3Xorpahiueckix mpH-
3HAKOB areHe3Hy 1oYeK y TUI01a [IpeicTaBie-
HA OTCYTCTBHEM WX 3XOTEHH U MOYEBOIO ITy-
3BIPA. a4 TAKKE BBIPAXEHHBIM MAIOBOAMEM
(puc. 5.13, 5.14). MasoBoare OTHOCHUTCH K
MO3IHUM TPOSIBIICHUSIM 1 MOXKET OOHAPYXKIT-
Batbesi 1ociie 16—18 nen Gepemensoct. B
HEKOTOPBIX CIy9asx MaJIOBOAKE HE OTMEYaET-
cs1 10 26 Hen. Busyaimsaumst MOYEBOTO ITy3bI-
Psl IUI0I1A TTO3BOJISIET MCKITIOYUTH JIMArHO3 JIBY-
CTOPOHHEI areHe3Vu MoYeKk B JIH0OOM CpOKe
b6epemeHHOCTH. [1py HOPMATIEHOM Pa3BUTHH
TUIOA €r0 MOYEBOH ITy3bIPb BU3YTU3UPYETCS
rocie 13 Hen. OOBMHO OIBYCTOPOHHSAA ArCHE31A
MOYEK COTIPOBOXKJIAETCS CUMMETPUIHOM (hop-
MO 3a0€p3KKH BHYTPHYTPOOHOTO PA3SBUTUSL.

[IpeHaTa LHbIA AMATHO3 areHe3UN TI0YeK
BBI3BIBAET CEPHE3HBIE TPYAHOCTH, TAK Kak
B YCIIOBHMAX BBIPAZKEHHOTO MAJIOBOMOIA 3HAYM -
TEJIbHO 3aTPYAHEHA BU3YAIH3ALMS BHYTPEH-
HUX OpraHos rwiona. [1o maHHbIM pasHbBIX KC-
CIIEAOBATEIIEN, ATEHE3HIO TIOUEK YIAETCSH TOY-
HO OHATHOCTUPOBATH MPH YJIBTPA3BYKOBOM
ucciaenoBaHy rona B 69—73% ciydaeB
|2, 3]. B nepeyio ouepeib areHe3UO [OYEK
cienyet muddepeHIUPOBATH ¢ BEIPAKEHHOM
TUIIOILIA3HEN [IOYEK, IIPY KOTOPOUH TAKKE OT-
MEYaeTCHd MaJIOBOAOME M MOXKET HE BU3YAIH-
3UpoBaTbess MOUeBOH 1y3bipb. JLs nudpde-
PEHLMAILHOI IMArHOCTUKY 1eJilecoobpa3Ho
HCIIONB30BaTh IBETOBOE JIOMILIEPOBCKOE
KAPTUPOBAHKWE, TAK KAK ATeHE3MS T10UYEK CO-

Puc. 5.14. [Tonepeynoe ceyernme TWIOBMINZ IO TIPH
JIBYCTOPOHHCH arcHe3HM TTOMEK B 18 Heln DepeMEHBEOCTH.

Puc. 5.15. Bepemennocts 20 ven. Buna aopra 6e3 no-
YESHBIX APTEPHIT TIPH ATEHE3HH TTONEK B PEXKUME TPAHC-
BATHHAIBHOTO 1[BETOBOTO JIOMIVIEPOBCKOTO KAPTHPO-
BAHMHAL.

Puc. 5.16. [IpononrHoe cedeHMe TYIOBMINA ILTOMIA.
CTpenKkaM¥ YKa3aHbl MOYeYHBIE apTePHI,
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TIPOBOXKIAECTCS OTCYTCTBMEM TIOUEUHBIX ApTe-
puit (puc. 5.15) [4—6]. B HOpMe 110U€UHbBIE
aprepun YeTKO BU3YAIM3UPYIOTCS IPH [1PO-
JIONIBHOM CKAHUPOBAHWK TYJIOBUIIA ILIONA
¥ OTXOHAT OT a0pThi (pHC. 5.16).

Pannaz npenamaavnan ouaerocmuxa. B -
Teparype coObIIAIOCh, YTO AreHE3N) T0YeK
BO3MOXHO ITPEHATATEHO IMATHOCTHPOBATE C
noMoLIE0 3xorpapun B 13—17 Hen 6epemeH-
HocTH |7]. B Hauazne BTOporo TpuMecTpa BbI-
JIeJIEHBI CIIENYIOLIKE 3XorpaduiecKue Tpu-
3HAKY areHesuw novyek: 1) orcyrcreue u3o0-
paKeHUd CTPYKTYP MOUEK ILUI0HA B OOBIMHOM
MECTE M B MECTAX BOSMOXKHOM SKTOITMYECKOI
JIOKATTU3ALMM; 2) HPUCYTCTBUE [MIIOIXOTCH-
HBIX 00pa3oBaHUil, COOTBETCTBYIOIMX HAIIO-
YeYyHUKaM; 3) OTCYICTBHME 3XOTEHHM MOYEBOIO
IY3BIPA M MaTIOBOIKE 110 17 Hel 6epeMeHHOCTH.

Tenemura. AreHesus TOYEK YAallle BCETO
OBbIBAET CIIOPATUIECKOM, HO MOXET COUeTATh-
CS C pasTMYHBIMU AHOMATIMAMEI CMEXHBIX OP-
raHOB (CEKBEHLMS KaylalbHOM perpeccuu,
accoumanust VACTERL) [8]. IIpsimMbivu 110-
CIIEACTBUSIMU MATTOBOAMS SIBJISIKOTCS TUTION -
JIa3uis JIETKHX, CKeJIeTHBIE U JInLeBbie 1edop-
MAalWY, 3aJIepKKa BHYTPHYTPOOHOTO pasBh-
Tud. Cpeau Apyrux coueTaHHBIX aHOMAIWM
OTMEYEHbl BPOXIEHHLIE TOPOKHU CEPLA,
CKENIETHO-MBIIIEYHON ¥ LIEHTPAIILHON He-
PBHOM CHUCTEM, XEIyHOYHO-KHMILIEYHOTO
TpakTa [9]. AreHesma mouvek omMcaHa Mpu
Oodee yem 140 cuHIpOMAax MHOXKECTBE HHBIX
OPOKOB paspuTus. PUCK NOBTOpsieMOCTH 3a-
BUCHUT OT crie(prKy (POpMbI HACIEAOBAHIS.
Kpowme 310ro, areHes3us rovuek oTMedeHa 1pm
XPOMOCOMHBIX AHOMAIUAX M TEPATOTCHHBIX
BO3IEHCTBUAX (KOKAWH, IIEJIOYHBIC ATCHTHI,
KpacHyxa. auaber., TamumoMun. BaphapuH)
[10]. Coobianoch Takke O HECKOJIBKUX Ce-
MEIHBIX CIIyqasX ¢ ayTOCOMHO-IOMHUHAHTHBIM
HACIEIOBAHUEM C HEITOIHOI [leHeTpareil u
pasIMIHOM 9KcIpeccuBHOCTEHIO [11].

Taxmurxa eedenua. 1locie yctaHoBIeHUS
JIMATHO3a HEOOXOIMMO [IPOBECTH KAPHUOTH-
MHUPOBAaHKE B MPEHATAIIBHOM TMEPHONE KITH
rocjie poXIeHUS Ut UCKITIYeHUs] XPOMO-
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COMHBIX aHOMAaIHI. Bo BCex cirydasix areHe-
3UM [IOYEK TI0KA3aHO TPOBEHEHUE [MOJIHOTO
[aTOJIOT0AHATOMIYECKOTO MCCIEHOBAHIS C
[IPUBJIEYEHUEM JIETCKOro u3mopdosiora st
MCKIIFOMeHMS CMHAPOMAILHOM rartosorum [1].
[Ipy TeHETHYECKOM KOHCY/JIBTHPOBAHMM
CEeMbH CIIeIIyeT OOCYIUTh [IPOTHO3 U PUCK T10-
BTOPEHUs! [IOPOKA, BO3MOXHbBIE BAPUAHTHI HA-
CJIENOBAHUS U PE3Y/IBTATHI IIATOJIOr0aHATOMM-
yeckoro ucotenoanus [7]. Ilokasano taxke
sxorpadueckoe o6CIeHOBAHKE TIOUEK Y OIIH-
KaMX pOACTBEHHUKOB. ATEHE3UIO TTOUYEK
pu ayroricuu cienyer auddepeHIMpoBaATh
C BBIPAKEHHOI TMITOILIAZKMEN ITOYeK (0JIMro-
He(ppoTHUECKass THIOIUIA3N), KOTOpas
OOBIUHO HE MMEET CEMEMHOIO 1OBTOPEHUSI.
[1pm npeHaTaAILHOM BBISIBJIEHUM OPOKA
cliellyeT peKOMEHIOBaTh NpepbiBaHue Gepe-
MEHHOCTH B JII0OOM cpoke. B ciyuasax oTkasa
OT TIpEpBIBAHUS OEPEMEHHOCTH ITOKA3aHA
KOHCEPBATUBHAS aKylIePCKas TAKTHKA.

DKcnepumenmaivivle mepanesmuseckue
npouedypot. BBILIY CIIOXHOCTH TOYHOIO yCTa-
HOBJIEHUSI [IPEHATAIILHOTO JIMArHO3a AreHe31U
TIOYEK B HEKOTOPBIX CITyJasX ObLTH TIPEIUIoKe -
HBI Pas/IMuHbIe [TPOLEAYPHI, BKIKOYAS HA3HA-
YEHHE IMYPETHMKOB M AMATHOCTHUYECKHE
amauouH(py3uK. HasnaueHue OepemeHHOM
¢dypocemuia 0OYCIIOBIEHO €TI0 XOPOLINM
TPAHCIUIALIEHTAPHBIM TIEPEXOIOM M TTPSAMOIL
CTUMYJIALIMEH ITPONYKIMM MOYM [OYKAMHU
TUIOAa ¥ OBIIO MCTIOIB30BAHO JUIA OLIEHKHN
(QYHKUMOHHPOBAHKS TOYEYHON [apeHXHMbI
[12, 13]. OgHako ¥ [WIOHOB YeJIOBEKA ILIALeH-
TapHas (hapMaKOKMHETHKA (pypoceMuia U3y-
yanach 6e3 CMCTeMHOIO IOAXO0A U, 110 MHe-
HHUI HEKOTOPBIX MCCIIEIOBATENEH, TPAHCILIA-
LIEHTAPHBII MEepexoll 3TOro IUYPETHKa OCTa-
ercs HemokaszaHHeM |13, 14]. Kpome 3toro.
HasHavyeHye Matepu (pypoceMuIa MOXET He
BBI3BIBATL YCHIIEHWE [POAYKLUMK MOYM TIPU
juctpecce wiona [ 15]. Uudysus rermoro pu-
3UOJIOMMYECKOr0 PACTBOPA B AMHUOTHIECKYHO)
HOJIOCTh YIYYIIACT BU3YATU3aLMIO CTPYKTYD
ILJI0/Ia M TIOYEYHBIX SIMOK, HO JIMarHOCTHYeC-
Kasi IEHHOCTh 9TOr0 METO[A OCTAETCSI HENlO-
KazaHHOil. B omHOM W3 wcciemoBaHMil Uit
[IpeIyIpeskae HUsl THIIOIIA3KH JIETKUX Y aHO-
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MATBHOTO [T101a OBLTA MCTIONB30BAHA CEpUA
amHuouH(py3mil. PebeHok pomwics 6e3 Bbi-
PaKEeHHOTO MOBPEXXIEHUS JIErKIX 11 HAXOIIT-
Csl HA TEPUTOHEAILHOM JIMAIW3E JUIS [IOAr0-
TOBKHM K [I0Y€YHOI TpaHcruaHTauun. OpHa-
KO peObeHOK ymMep B BozpacTe 23 aneit [16].
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AYTOCOMHO-PELIECCUBHAS TTOJIMKHUCTO3HAS BOJE3HDb ITOYEK
(MHOAHTUILHAS ®OPMA)

Onpedeaenue. AyTOCOMHO-PELIECCHBHASA
nojMkMcTosHas bosnesHs nodek (APIIBIT) Ba-
PBUPYET OT KJIACCHYECKOr0 JIETATTHHOTO Bapk-
aHTa 10 MH(MAHTWILHON, KOBEHIWILHOI 1 JIaKe
B3pocioii popmel. [Tpu APITBIT undgasias-
HOTO THIIA OTMEYAETCS BTOPHIHAA JWJIATALIMA
M TUIEPILIAZHUS HOPMAIBHO C(OPMHUPOBAH-
HBIX COOMpaTeIbHBIX KaHAIBLEB rovek. [1ou-
KU [OPaXKATCS CUMMETPHUYIHO, [IPH 5TOM KH-

CTO3HBIE TIOBPEXIEHUS IIPEACTABIEHBI 00pa-
30BaHMSIMU pasmepamu 1—2 Mm.

Yacmoma. Yacrora APITBI1 cocrapiser
1,3—35.9 cinyygaes Ha 1000 HOBOpOXmeHHBIX [ 1].

Ocnoenvte npunyunst ouaznocmuku. Oc-

HOBHBIMH 3XOTpaUUIeCKUMI KPUTEPUAME
APIIBIT vHbanTIWIEHOrO TUIIA SIBJISIOTCS
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Puc. 5.17. [IpononsHoe cedeHNe TYIOBHINA IUIONA TIPH
APIIBIL. YeemiueHHBIE TTOYKH YKA3AHBI CTPEITKAMH.

Puc. 5.19. bepemennocts 24 nepn. [MonepeuHoe ceve-
Hue Tynosuing miaopa npu APIIBIL [Touku ykasasw!
CTpEIKAMH.

yBEJIMUeHHbBIE TUIIePIXOreHHbIe TTOYKH, OT-
CYTCTBHE 9XOTEHM MOYEBOTO IIy3bips U Ma-
soBoave (puc. 5.17) |2. 3]. VeenuueHue pas-
MEPOB ITOYEK MHOT/IA OBIBAET HACTONBKO 3HA-
YUTEIBHBIM, YTO OHM 3aHUMAIOT OOJIBIIYIO
YacThb TIOMEPEUHOr0 CEYeHUS XUBOTA TLI0Ma
(puc. 5.18, 5.19). Xorst imarnoctrika APTIBIT
BO3MOXHA C CEpPeIrHBl BTOPOTO TPUMECTpa
OepeMEHHOCTH, HEKOTOPBIE MCCIENOBATEIIN
[IPUBOIAT JAHHBIE, YTO TUITMIHAS 9Xorpacui-
yeckasl KapTiHa MOXET HE MOSIBIATECS MO
TPETBErO TPUMeECTpa 6epeMeHHOCTH [4—6].

Pannaa npenamaavniaa ouazwocmuxa. B

JIUTepaType cooOaioch 0 HECKOJIBKUX CITy-
yasx, korga APITBI1 nadanTwibHOro THIA

136

Prc. 5.18. [NonepeuHoe ceyeHWe TYAOBHIA TUIOAA TIPH
APTIBI. IMoyukM yKa3aHBT CTPEITKAMM.

ObLIa 3aT10I03PEeHA B KOHLIE [IEPBOT0, HAYAIE
BTOPOTO TPUMECTPOB OEPEMEHHOCTH, HO
OKOHYATENIBHBIN AMArHo3 ObLI YCTAHOBIIEH
TOJIBKO B CEPENNHE BTOPOIO., HAYAIIE TPETHE-
ro TpUMecTpoB. B onHoM Hab/IHOIeHIN IMar-
HO3 ObUI 3a1003peH B 15 Hep 4 iHs OepemMeH-
HOCTH B CBS3H C [TOBBILLIEHHON 9XOreHHOCTBIO
nouek [7]. Tlpy 5ToM 1ouKkH 1iona 66U HOp-
MAaJIbHBIX pa3MepoB. Toiasko B 19 Hen 4 nHs
1OC/Ie MOSIBJIEHNS BCEX IMATOrHOMOHHYHBIX
SxorpahHIecKHx [PU3HAKOB ObLT YCTAHOBIEH
OKOHYATEJIBHBIN AMarHo3. B npyrom Habmo-
JeHuH B 12 Her GepeMeHHOCTH 1I0YKHY TU104a
MMEJIM BBICOKYK) 3XOI€HHOCTb U OBUIM He-
CKOJIBKO YBEJIMYEHBI B pa3Mepax, HO IMOIHAS
sxorpagmueckad kaptuHa APIIBIT vndan-
TWILHOIO THIIA HNOSBIJIACH TOIBKO B 28 Hex

8].

Tenemura. Puck nosropeHus 3abosieBa-
HuA 1py Hamuy APIIBIT y ogHoro ms ne-
Tei coctasisieT 25%. ['eH, OTBETCTBEHHBII 34
APIIBII, pacrionaraercsi B KOPOTKOM [UIeYe
6-i1 xpomocombl (6p21.1-p12) [9]. ITosromy
1esIecoo0pasHo MIPOBEIEHHE IPEHATAIEHOTO
KAPUOTUIIMPOBAHUSA M OLIPENIETIEHNE KAPHO-
Turia poaurenei. Jpyrue hopMel MOIKMKIC-
TO3HBIX MTOYEK MOTYT UMETh CXOXKYK) 3X0rpa-
¢utecKyo KapTHHY, HO HE COTIPOBOXKIAIOT-
¢ creunUYHBIM TEHHBIM HapyLICHUEM.
B ciryuasx cMepTH IU1ona Wik HOBOPOXICH-
HOI'O HEOOXOIMMMO OCYIIECTBIEHNE IOJTHOTO
aTOJIOrOaHATOMHIECKOTO HCCIIENOBAHMS.
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Ilpozros. T1py paHHEM ITPOSIBIEHUM 3300~
JIeBaHUS OTMeEYaeTcsi HeOIaronpusaTHBIN
MPOrHo3. BONBIIMHCTBO [LIONOB ¢ MpeHa-
TaabHO BbeisiBleHHOU APIIBIT ymupator
BCKOPE OCTIE POXKIEHMS. Y HOBOPOXICHHBIX
C YCTAHOBJIEHHBIM 3a001€BaHUEM B [MEPBEIi
MECSIL] XKU3HU CMEPTH OT MOYEYHOM HelocTa-
TOYHOCTH HACTYTIaeT 0ObIUHO B Bo3pacTe 6—
8 mecsiuen. [lanueHTsl, epeXXUBILINE HEOHA-
TATBHBIA [EPHOJL, UMEIOT JIYYLLIMIA IIPOTHO3,
yeM coobwanock paHee [10]. B HemaBHO
OLYOJIMKOBAHHOM CTaThe OBLIO MIPOIEMOHCT-
PYPOBAHO, YTO CMEPTHOCTH HA IIEPBOM Oy
XKHU3HN OTMEUYeHA TOJIBKO B 18% 13 61 Habmo-
nenus [11, 12]. B uenom nporHos npwm
APIIBII 1u1oxoi#, TAK KaK IPHCOEIMHIKTCS
XPOHUYECKasi MoYeyHasi HeHOCTATOYHOCTE,
1eYeHOUHBIN (pUOGPO3 U TopTaIbHAS IUIIep-
TeH3MS. Y OONBIUIMHCTBRA TALIMEHTOB, TOXIB-
ILIHX JIO TIOAPOCTKOBOTO BO3pacTa, TpebyeT-
Csl TPAHCTUIAHTALUSA [T0YEK.
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MVYIJIbTUKNUCTO3HAS JTUCILIAZUA [TOYEK

Onpedeaenue. MyITTUKUCTO3HAST AUCILIA-
3M4 [10YEK ABISETCH BPOXACHHOI [1aTO/IOTH-
e, 3aKTI0YAIOIIecH B 3aMeleHUH [TOYe THON
TKaHU HECOOOIAIILIMMUCH KUCTaMK. KueTbl
OOBIIHO TIPEJICTABIBIIOT COO0I TePMIUHATILHEIE
OTHEJIBl COOUpaTe/IbHbIX TPYOOUYeK M MOryT
OBITh OKPYXXEHbI 30HAMM COCNUHHUTEIILHON U
MMKCOMATO3HOM TKaHW. TIpy MyJIBTHKHCTO3-
HOII IMCIUIA3MH [T0YEK Yalle BCero MOYeTouHUK

M JIOXAHKA ATPe3UPOBAHbI WK OTCYTCTBYIOT [ 1].

Yacmoma. B GOIBIIMHCTBE CIy4yaeB
M)U'[]:oTHKHCTD3HOﬁ AVICILIA3ZHMHN [TOYEK I11aTO-

JIOTUYECKHUI TIPOLECC HOCUT OXHOCTOPOH-
HUIA XapakTep U M03TOMY YacTo IIPOTEKaeT
JIATEHTHO, YTO 3aTPYAHSET OLIEHKY HCTUHHOM
yacToTsl nopoka [1]. Yactora nBycTtopoHHei
MYIBTUKUCTO3HOIN AUCILIA3UK IIOYEK CO-
crapisieT B cpenHem 1 cirygait Ha 10 000 po-
JoB |2].

Ocrosuste npuryuner Juaznocmuxu. T1pu
MYJIBTUKMCTO3HOM AVCIUIA3MK TI0YKA, Kak
[paByIo, SHAYUTEILHO yBEIMYEHa B pasMe-
pax; npuBblYHas ¢Gopma M HOpMaJbHas
TKAaHb OTCYTCTBYIOT. [louka npencraBieHa
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Pue. 5.20. bepemennocts 24 ven. MynsrukucrosHasa
JAHCTUIAZHA l'lpi':l'BOﬁ IMOYKH IPH MOTEPEIHOM CKAHWPO-
BaHHH TYIOBMIIA TIOMA.

CIPFA PRENATAL I.ILI'HH':DUrILI"- CLINICAL OEMETICE DEP

Puc. 5.21. Bepemennocts 33 Hen, MynsTHEMCTO3HAS
JTHCTUTARH A TEROH TIOMKIH npH TIPOIIOITEHOM. CKAHWADO=
BaHHH TYIOBHIIA THIONA.

Puc. 5.22. BripaxeHHEIH NPaBOCTOPOHHMIT THApOHe(-
PO3, CUMYIMPYIOLIHA KapiHHY MyJILTHKWUCTO3HOM I10-
YEeYHOM JIHCIUIAZHI.
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MHOXXECTBEHHBIMM KHCTAMU € aHIXOTEHHBIM
copepXuMbIM (puc. 5.20) [3]. Pasmepsl kuct
BapbUPYIOT B IOCTATOYHO LIMPOKOM apara-
30HE M 3aBUCAT OT CpOKa OepeMEeHHOCTH.
Tak, 6iKe K JOHOLIEHHOMY CPOKY IHAMETP
KHCT MOXET JocTurath 3,5—4 cm (puc. 5.21).
MoueBoi 1y3bIpb OOBIMHO BU3YAIU3UPYET-
¢Sl TIPY OIHOCTOPOHHEM IIPOLIECCe U He BH-
3YATN3UPYETCS TIPU ABYCTOPOHHEM ITPOLIEC-
ce. I1pu IBycTOpOHHEM TIpoLIecce, Kak Ipa-
BUJIO, OTMEYAETCSA MATOBOIUE.

Bxorpaduueckas KapThHA MYJIBTHKHC-
TO3HOI MUCILIAZUM TIOYKY 3aBUCHT OT THIIA
3abonesanus. [Tpu Tune mopoka IIA nouka
YBEIIMYEHA B pasMepax M COUEPKNUT MHOXKE-
CTBEHHBIE KMCTBI Pa3zIMuUHOIO HUAMETPA.
DroT1 TUII 3a00JIeBaHUS BBISBIISIETCS HAMDO-
siee yacto. Tun nopoka I1b xapakrepusyer-
¢S COMETAHMEM KHUCT € PACILIMPEHMEM TTOYEY-
HOM JIOXaHKH. YJILTPa3BYKOBas HpEHATAIb-
Has IUATHOCTUKA MYJTBTUKHCTO3HOM JHCII-
JIa3uK IMOYeK BO3MOXHA €O BTOPOU
MOJOBUHBI GepeMEHHOCTH.

JudpepernmansHas IMarHOCTUKA C IPY-
UMM 3a60J1EBAHUSIMH 110Y€K OOBIYHO BBI3bI-
BaeT TPYIHOCTU TOJILKO MPU BBIPAKEHHOM
ruapoHedpose, 00YCIIOBIEHHOM O0CTPYKLIH-
€11 Ha YPOBHE MOMETOMHUKOBO-JIOXaHOMHO-
ro coeauHeHust (puc. 5.22).

Ecmecmeennoe mevenue nopoxa. B ipeHa-
TAIBHOM [EPMOAE KMCThI MOTYT YBEJIMYM-
BaThCsl B pasMepax, YMEHBILATBCS WM HaxXe
TIMOJIHOCTBEK) MCU€3aTh.

Tenemura. Kvicro3Has auciuiasys MOYEK
MOKeT HabITIOHATHCS TP PasIMYHBIX XPOMO-
COMHBIX Ie(heKTax, TEHHBIX K METAOOIHYEC-
KX HApPYIIEHMSX, a TAKKE TepaTOreHHBIX
BO3HEHCTBUAX. DTOT ITOPOK ONKCcaH Ipu 6o-
see yeM 50 cMHAPOMAX ¢ pasIMyHbIM TUIIOM
HacienoBanug [4].

IMpy reHeTHYECKOM KOHCYJIBTUPOBAHKI
ceMbM clieyeT OOCYIUTh [IPOrHO3 U PUCK
[OBTOpEHMA 1TIOpoKa. B cirysasx orcyTcTBus
BO3MOXXHOCTH YCTAHOBUTH TOYHBIN IHATHO3
HeobxoaumMo ob6patuTh 0coboe BHMMAaHUE
Ha (penotun peberka. LlenecoobpasHo mpo-
BeJIEHKE [MPEeHATATBHOIO KAPUOTUITUPOBA-
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Hud. B ciygagx cMepT¥ mioaa win HOBO-
POKIEHHOTO HEOOXOAMMO OCYLIECTBIIEHE
IMOJTHOTO MATOJI0r0aHATOMHUYECKOT0 KCciie-
JIOBaHUS, a TAKXKE PEHTIEHOJIOTHIECKOe KC-
ciepoBaHue. TKaHb MOYKHK clieayeT 3aduk-
CUPOBaTh I OOCIIEAOBAHMSA HA MPEAMET
HCKITIOUEHHS MeTa0OIIMUEeCKUX HAPYILIEHMIA.
[Mokazano Takxke reHeTudeckoe obciieoBa-
HUE B HEOHATAIIbHOM [I€PUOJIE C TIOCTe IO -
LM 3aKJIOUUTEIIbHBIM KOHCYJIIBTUPOBAHY -
€M [TOCIIE€ TIONYUYEHUS BCEH MOMOIHUTEND-
HOI MH(pOPMAITHH.

Taxmura eedenus u ucxod. 1ByctopoHHs
MYJIBTUKMCTO3HAS AMCILIASHS TIOUEK SIBIISET-
csl (patalbHBIM cocTosiHuEM. [loaTOoMy HIpH
ee OOHapYKeHUH [I0KAa3aHO IIpepeiBaHue be-
pemeHHocTH. [Ipu onHOCTOpOHHEH (Qopme
MOPOKa 6€3 COYETAHHBIX AHOMAIWIA HET HE-
OOXONUMOCTH M3MEHATEH CTAHJAPTHYIO aKy-
ILEPCKYI0 TAKTUKY 3a UCKITIOUEHWEM CITyda-
eB O0OCTPYKTUBHOM yporaThu, Korjua Tpedy-
eTCSI POLOpA3PELIEHUE TTOCIIE YCTAHOBICHUS
3PEJIOCTH JIEKUX IL101a |5].
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IT'NITEPBXOI'EHHBIE TMTOYKHA

Onpedeaenue. Tlon runep3xoreHHbIMMN
MMOYKaMH ITOAPa3’yMeBalOT 3HAYHTEIIBHOE 110~
BBIIIEHHE MX SXOTeHHOCTH 110 CPABHEHMIO C
OKPYXKAKOLIMMU OPraHaMIL.

Yacmoma. He nsBecTHA.

Ocrosuvte npunyunot Suazrocmuru. [1ouxu
IUI0aa CIenyeT HA3hBaTh TUIEPIXOreHHBIMU
B TEX CJIydasx, KOIrja KX 3XOreHHOCTb IpUOJIM-
JKAeTCsl K 3XOreHHOCTH KocTeit (puc. 5.23).

Ecmecmeennoe mevenue. Y GOITBIINHCTBA
[LIOAOB € TMIIEPIXOTeHHBIMK [TOYKAMU [IPH
JVHAMHWYECKOM HAOIIOIEHUHN BBISBIISIOTCS
payIMyHBIE AHOMAIMHK [TOYeK (IuCILIasus.,
MYJIETHKHCTO3HBIE U3MEHEHHS, TUIpoHed-
pos u ap.) [1]. [pubimusurensHo y 21% 110~
JIOB C THIIEPIXOIeHHBIMU [TOYKAMH OTMeYa-
HOTCH HOPMAJIbHBIE TIEPUHATAILHBIE MCXOBI,
a Ipu YIIETPA3BYKOBOM O0CIIEIOBAHMHM B 110-

CTHATAIIBHOM IEPHOIE M3MEHEHWI [T0YEK HE
ODHapYXKIBACTCH.

Tlpenamansnaa maxmuxa u npoztos. Co-
yeTaHue ruIepaxoreHHbIX MOYeK 1 MaJIOBO-

Puc. 5.23. bepemensocts 22 Heyl. CrpenkaMyl YKa3aHb
TUIEP3XOTEeHHBIE TIOYKH TUTONA.
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JIVS COTTPOBOXKIACTCS HEGITATOIPHUSTHBIM T1e-
PMHATAIEHBIM MCXonoM. OrMcado Habione-
HUE I'MIIePIXOreHHBIX [OYeK (LI0a IIPH K-
ToMmeratoBupycHoit Hpekuun |2]. Coobiua-
JIOCK TAK:Ke 00 M3MEHEHMN HOPMAJIBHOH 9X0-
FeHHOCTH MOYKM K THIEPIXOTEHHOMY
COCTOSTHMIO B CJIy4ae BHYTPHYTPOOHOIO TyOy-
JISIPHOTO HEKPO3a C HOCIIeAYIOLINM Pa3BUTH -
€M [0YEeYHOI HEIOCTATOYHOCTH B HEOHa-
TAIBHOM [EPHOJIE.

K nHacTtosiiieMy BpeMeHHM OIYOJIIMKOBAHO
€1Le HE I0CTATOYHO HAOIHOAEHUIA, YTOOBI CO-
CTABUTH [IOJIHOE [IPEJICTABIEHUE O IIPOTHO3E
IIPU MMIIEPIXOTEHHBIX MMOYKAX Yy IUIoAa, 3a

HUCKITIOUEHUEM CITYIAEB COYETAHUSA C Malo-
BomuemM. [Tpy HOpMATTEHOM KOJIMYECTBE OKO-
JIOTIOHBIX BOA HEOOXOMMMO AMHAMUIECKOEe
sxorpaguueckoe HabIOIeHKE.
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AHOMAJIMN KJIOAKH

Onpedeaenue. AHOMATIMI KIOAKW TIpe-
CTaBJISIOT cODOI peKKMil KOMIIEKC IIOPOKOB
MOYEIIONOBOM CHCTEMBI M XEJIYIOYHO-
KHUIEYHOrO TPaKTa. DMOPHOIOTHYECKH
AHOMAIMH KIIOAKH SIBJISIFOTCS j1epeKTOM 00-
pasoBaHUs MOYEIIPSIMOKHIIEYHOH IIepero-

poukwy [1].

Yacmoma. Yactora aHOMaIMil KIIOAKK Y
IJI0/Ia HE U3BECTHA, & Y HOBOPOXKICHHBIX OHA
coctapiger 1 cyyait va 200 000 ponos [1].

Kraccupurcanun. AHOMATUN KITOAKU MO-
ryT OBITH MOOPA3HEIIEHbl HA KIACCHUECKYH)

Puc. 5.24. bepemenHocTE 20 Hea, DKCTpodiis MOYEBO-
TO IY3bIpst {CTPEITKA).
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SKCTPO(hHID KI0AKH U BaAPHAHT SKCTPOPHUU
knoaky [2]. [lpu skerpodum Kiioaku 60Ib-
LION KMIIEYHUK ¥ MOYMEBOM ITY3BIPh, COCTOS-
MW M3 JIBYX yacteil, 3KcTpoVPOBaHBI.
Kaxmas yacTh MOYEBOTO IIy3bIPS UMEET MO-
YETOYHHKOBOE OTBepcTHe. AHYC 00BIMHO He-
nepgopupoBad. Tak Ha3pIBaeMbIiI BApHUAHT
3KCTPOhMK KII0AKK MOXET OBITh TIOApasie-
JIEH HA MOY€BOI, KMIIIEYHbIH ¥ CMEIIAHHbII
(MOYEBOIT 1Ty3BIPb M KUILIEYHWK) THIIBL.

Octiogrble npuHuimbt OUaG2HOCMUKL. YPOo-
BEeHb MATEPHHCKOTO CEIBOPOTOYHOTO ATkha-
cheTorpoTeNHA NIPY AHOMAIMSX KJIOAKK 3HA-

Puc. 5.25. bepemeHHOCTE 24 Hel. DKCTpodis MOYEBO-
TO MY3bIps {CTPETKA).
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Tatnuua 5.3. lNpeHartancHulil pnddepeHuransHLI AnarHoa Npu aHoMamsx KNoaku

Konvuectso CoyetaH-
Avomanuu AMHUOTUHECKOI Acuur BHYTPUGPIOWHEIe  MO4eronosas e ao-  OcoBenHocTy
KNOKOCTI nposiBneHns cucTema Marmu
AxHomanua O6BINHO MpvcyTtcTey- HeykamepHoe YmepeHHuI Yacto Poct nnopa
KNoaku YMEHBLLIEHC et Bo Il Tpu- KNCTO3HOE rapo- aamMennsaeTca
W MecTpe, obpazoeaHue, Heppo3 B Il Tpume-
HOpMansHoe noaxe wexopsllee Ua cTpe
ucyesaet maJsioro Tasa
Atpesuna Muorososme  OTcyTCcTBYET, MHO»ecTBeH- Hopma Pepko Het
KULLEHHNKA ecnu HeT HblE KMCTO3HEIE
nepgo- BHYTPWERIOLIHLIE
paumm oBpazoBaHns
Kwcta HopmansHoe  Oteyteteyer, OAHOCTOpPOHHEE Hopma Penko Y nnonos
ANYHUKaE ecnn HeT KNCTO3HOE JKEHCKOTO
nepgo- obpazoBaHne nona
paummn
MerauvcTmk- YeenuueHo OteyT- BripaxeHHas IeycTOopoHHWiA  Penko MNpevmyule-
MWKPOKONOH- nnu cTBYET vnaradma runpoHedpos, CTBEHHO
UHTECTUHA- HOpMansHoe MOYEBOro merayperep y NNopoe
JNBHEIA THNo- My3Lipst KEHCKOTO
nepucTans- nona
TUHECKMIA
CUHOPOM
OGCTpyK- Manosoawne OTeyr- Hunatauma Meraypetep, Pegnko MNpenmy-
TMBHan cTBYET MOYeBOro runepsxo- LECTBEHHO
yponatus My3skips reHHse y Nnopoe
MOYKA MY3KCKOro
nona

MoandvumpoeanHele gaHHbie Petrikovsky B.M. et al. // Obstet. Gynecol. 1988. V. 72. P. 464469 [8].

YUTEJIBHO [IOBBILLIEH, TAK KaK 3KCTPOhUpPO-
BAHHBIE OPraHbl HE ITOKPBLITHI KOXei [3].
Haubonee yacteimu sxorpapuuecKuMy Ha -
XOIKAMHK Yy TUIOfA MPU AHOMAIMAX KI0AKHU
SIBJISIFOTCS. ACLIUT, BHYTPHOPIOLIHBIE KUCTO3-
HbIe 0OPa30BaHUA U COYETAHHBIE AHOMAIIKU
(omanonene, 9KTONMS W areHe3us 10YEK,
TPaxeoluIeBoaHAS (DUCTYIIA, ATPE3US ABE-
HAILATHIIEPCTHOIM KUIITKH, MUEJIOMEHUHTO-
uese) [4, 5].

VibTpasBykoBas HMATHOCTUKA 3KCTPO-
(b MOYEBOTO ITy3BIPS BO3MOXXHA CO BTOPO-
ro TpumMectTpa 6epeMeHHOCTH M OCHOBBIBA-
€TCs Ha OTCYTCTBUH 3XOTEHU MOYEBOIO [Ty~
3BIPS B MECTE €10 OOBIMHOTO PACIIONIOXEHH .
I[Ipu atom pa3sMepsl U CTPYKTYpa IOYEK
OOBITHO OCTAKTCA HOPMAaJIbHBIMH. Tmia-
TEJILHOE KCCJIeIOBAHME HIKHUX OTIIEJIOB
TUIO/IA B 3TUX CIIy4YasX T1O3BOJIAET YCTAHOBUTH
NPaBUIBHBIN auarHo3 (puc. 5.24, 5.25) |6].

Anomamm kioaku cieayer mudhepen-

Puc. 5.26. bepemernocts 31 Hepn. [Nonepeuroe ceueHie
TYJIOBHILA TUICNA TIPH VIBOSHHH MOYEBOTO TIY3BIPS.

LIMPOBAaTh OT APYITHX [TOPOKOB, KOTOPBIE MO-
[yT UMEeTh CX0XHe 3Xorpapuieckue MposiB-
JileHu (Tabi1. 5.3). Cxoxyro sxorpamyecKyo
KapTUHY MOXET TAKXKE€ HaBaTh HEIIOJIHOEe
VIBOEHHME MOYEBOIO I1y3bIps (puc. 5.26) [7].
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Ecmecmeeninoe mevenue. AHOMATINY KJIO-
aKy BKJTIOYAIOT IIWPOKKH CIIEKTP IMOPOKORB,
BapbUPYIOIIMX OT HPOCTLIX (POpM A0 KOMOK-
HUpPOBaHHBLIX HapymeHwit. Yacro obHapy-
JKMBAeTCs YABOEHME BIATAIMILA [IPU HETlep-
(hOpUpPOBAHHOM COCTOSTHUM KOTOPOTO 00pa-
3yeTCsl THAPOKOJILIIOC WM THAPOMETPO-
Koieitoc. Hanbosee BeipakeHHOM hopmoit
AHOMAJIMM KIIOAKU HA3LIBAETCS arlia3uvsi
MIOJUIEPOBA 1IPOTOKA, IPH KOTOPOU pasBu-
BaeTcs arutasus nouek. [locnenoatenbHoOe
HosIBJIeHHE 3XOrpadMuecKux IPOsSBIEHMI
AHOMAJIMM TIPH JMHAMHYECKOM HabIojie-
HUM (IPEXOASIUMIT aCUMT, MOSIBIEHUE WU
[IPOTPECCUBHOE YBEIIMUYEHHE ABYXKAMEPHO-
0 BHYTPUOPIOILIHOTO KUCTO3HOTO 00pa30-
BaHWS, YMEHbBIIEHE KOJIUIeCTBA aMHHO-
TUYECKOM XUIKOCTH U CHYDKEHME TEMIIOB
pocTa IUIoAa) MOXET HECKOJBKO IPOsic-
HUTh €CTECTBEHHOE TEUEHHE AHOMAIUI
Kioaku [8]. Ha paHHUX cTaIusaX MOYA Bbi-
XOIUT B OPIOLIHYIO T10JIOCTH Yepe3 MaTod-
Hbie TpyOB1, BeI3bIBag acuuT. [losxe 3aky-
opKa mnpocseta Tpyb M3-3a BO3AEHCTBUS
Ha UX CJIM3UCTYIO MOYM U MEKOHUS Ipe-
KpaniaeT MmocTyIuIEHUE MOYU B OPIOIIHYIO
11oJ1I0¢cTh. CKOIUIEHNE MOYM BBI3LIBAET M-

poHehpo3.

Tenemuxa. BonoiucTBo HAGTIONEHIIT
AHOMAJTMI KJI0AKH SIBISOTCS CIIOPAIMYeCKI-
mu [9]. CormacHo onyOIIMKOBAaHHBIM PE3YIIb-
TaTaM, B JIBYX CJIy4asX BBIABICHA TPHUCOMMS
18, B orHOM HADIKOAEHUM — MOHOAMHMOTH -
yeckas JIBOMHS, B JIBYX — OTMEUYEH IIpUeM
JIMJIAHTHHA ¥ B OJIHOM — TIOpakeHne cubcos
[10, 11]. IToBTOpEHKE M30IMPOBAHHOM IKCT-
pohur MOUEBOTO IIY3BIPSA ONMMCAHO B 18 ce-
MBSX [ 12]. DMIMpHYeCKUil PUCK IOBTOPEHUS
SKCTPOUH MOYEBOrO IY3bIPs coctapisieT 1%
[13]. DOMImMpudecKuii pUCK BO3SHUKHOBEHUS
3KCTPO(PMU MOYEBOTO ITY3BIPS TIPH HAJTMYMH
3TOrO IOPOKA Y MaTepu cocTapisieT 1 ciyuaii
Ha 70 (1,4%) [14].

Ipu reHeTMYeCKOM KOHCYJIBTUPOBAHHUK
CeMBbHM HEOOXOAMMO OOCYIUTH PEe3YyIIbLTATHI
KOMILIEKCHOI'O TIPEHATAIBHOIO 00CieloBa-
HUS, JTaHHBIE CEMEITHOTO AHAMHE3A W 3MITH -
PUYECKHI PUCK ITOBTOPEHUS IIOPOKA.

Taxmura u npozros 6 HeoramMabLHOM nepi-
o0de. Xvpypruieckas TAKTUKA 3aBHCHUT OT CTe-
[eH TSEKECTH ie(peKTOB, B [IEPBYIO OYEpellb
MOYEBOIO Iy3bIps M KuieyHuka. Ha sropom
gTare PelaTcs BOIPOCH PEKOHCTPYKTHB-
HOM OTIEPALIMI HA TIOIOBBIX OPraHax, TaK Kak
HEPEIKO Y MAJIBYMKOB € 3KCTPoUer KIoaku
OTMEYALTCS PYIUMEHTAPHBIN [OJIOBOI YJIEH.

B nepaBHem 1pouuiom o 55% ciyuaes
SKCTPO(PUM KII0AKH 3aKAHYMBAJIMCH JIETA b~
HBIM HcxoaoM [15]. B nocirennue rogusl, 6i1a-
rofapsi UCIOJIb30BAHHMIO HOBBIX XUPYPrUiec-
KHUX METONOB, OBLIN OCTUTHYTHI 3HAYUTEI b~
HBIE YCIIEXH, YTO IMPUBEIO K CHHXKEHUIO
cmepTHocTH [16]. OmHAako emre paHO TOBO-
PUTBH O 3HAUUTEITHLHOM IIPOTPECCE B JICYEHUH
skerpodum Kioaku. Pesyibrarel KOocMeTH-
YECKHX Ollepalyit Takoke crany bosee ycrer-
HBIMM, HO OHM €11I€ JIAJIEKN OT Keaa.
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I'JIPOLIEJIE

Onpedeaenune. [ vporiesie 03HAYAET CKOII-
JIEHUE XUIKOCTU B MOLLIOHKE.

Yacmoma. IctvHHAS YacToTa riIpolLiesie
HeusBecTHA. B rnpeHara sHOM 1epuoae ruji-
poliesie JJOCTATOuHO Yactast 1 00bIUHO HeCo-
obulaeMas HaxoAKa B 3aKII0YEHUH YIBTpa-
3BYKOBOTO MCCIIEAOBAHMA.

Karaccupuxanus u ecmecmeentoe mevenue.
BosHuKHOBeHME rIpoLesie Y IUIoHa SBIIsSeT-
cs Pe3yIbTaTOM HEIOJIHOM obiuTepaumnmn
BIIATAJIMIIIHOTO OTPOCTKA, TIPEACTABISIOIIETO

W8 SELECTED

OTHER PRIODR

Puc. 5.27. Nanporene. CTpenkaMu YKA3aAHEL SIHYKH.

coboii yacTe OprolmHEL. B Xone HopMabHO-
[0 PAa3BUTHUS BIATAIUILHBIN OTPOCTOK BXOIUT
B MOILIOHKY M CIIEAYET 34 OIYCKAKLLUMUCH
[pUIaTKaMy sSiMYKa 1 ssmukamu [1].
EcrecrBeHHOE TE€UeHUE THIPOLIESIC 3aBU-
cut ot ero tumia. [Tpy HecoobL@mEMcs Turie
KOJIMYECTBO XKUIKOCTH B MOILIOHKE TTPUOITH-
3UTEITLHO OOMHAKOBOE, pasmepel M (opma
MOILLIOHKH CYIIECTBEHHO HE MEHSIOTCS. DTOT
THII FUIPOLIESIE OOBIYHO HCUYE3aeT CIIOHTAHHO
u He TpebyeT jreuenus. [1pu coobiaromenmcst
TUIIE OTMEYAETCS YBEJIMYEHUE CTEIIEHH BBIPA-
KEHHOCTH TWIPOLENE NPU AUMHAMUYECKOM

O 4 5
L% gt T4

Puc. 5.28. IN'uaponene. CTpeikaMy YKA3AHEL STHYKH.
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axorpadryeckoM HAOITFOIEHNH, YTO MO3BOIIA-
€T 3aI10I03PUTh MAXOBYIO IPBIKY.

Ocnogubie npunyunst duaznocmuxu. 11pe-
HaTaJbHas YJIBTPAa3BYKOBas AMArHOCTHKA
THAPOLIESIE OCHOBaHA HA BBISIBIIEHUN XWIKO-
CTH B MOLIOHKE (puc. 5.27, 5.28) [1-4].

Ilpozro3 u maxmuxa. BoJlbILIMHCTBO CITy-
yaeB rUIpoLesie He TPedyloT CIelMaIbHOTO
JIEYEHW ¥ CIOHTAHHO Pa3pelaTcs B TeYe-
HHe 1epBoro roja xu3zHu. [pu yBemueHvn
pa3MepoB MOIIOHKU 3a CYeT CKalLUIMBaK-
meicd XKHIKOCTH, COUYETAHHMM C I1aXOBOM
IPBIKEN MM TIMOLIEIIE TOKA3aHO COOTBET-
CTBYIOLLIEE JICUECHHE.
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_l

AXOHJIPOIUJIASHUA

Onpedesenue. AXOHIPOITIA3ZUA ABIAETCSA
OIIHO# W3 HAUOOJIEe YACTHIX HEJIeTAJIBHBIX
CKeJIeTHBIX IUCITIA3MIA 1 00YyCIOBIeHA HOBOW
MyTanueit B 90% ciydyaes. AXOHIpOITIA3Ms
NpeacTaBageT coDO OCTEOXOHAPOAMCTIIA-
3110 ¢ pedpeKTaMK TPYOUATBIX KOCTeH M/WH
akcuanbHOro ckesnera. K poicTBeHHBIM CKe-
JIETHBIM JHUCTIIA3HSM B TPYIITE aXOHIPOIia-
3UI1 OTHOCATCS aXOHAPOITIa3Ks, TaHATODOp-
MHas JMCIUIa3H U THTITOXOHIPOILIA3HA.

Yacmoma. OnydbmiKoBaHHasi 4acToTa
axoHApOIUIa3uM Bapbupyer ot (0,24 no 5 ciy-
yaeB Ha 10 000 pouoB. CoOTHOLLEHHWE IO~
JIOB MYXKCKOTO TT0JIa K JKEHCKOMY TIOUTH OfTH-
HaKOBOE.

Ocnoenbte npunyunsl ouaznocmuxu. Y Ko-
poYEHHe KOCTeH IMPH aXOHAPOTLIASHM MOXET
He MPOSIBISTECS Y TUI0/IA ITPUOIM3UTEIBHO 10
24 Hen GepeMeHHOCTH. PaHHAS AMATHOCTH-
Ka aXOHAPOTINAa3HHi MOXeT ObITh OCYLIECTB-
JIeHa TIpH MCIOJIb30BAHUM OLIEHKH TeMITOB
pocta Kocteit [1]. Kinaccudeckag sxorpadu-
yecKasi KapTHHA BKTIOYaeT KOPOTKHE KOHEY -
HOCTU (MeHee 5-10 MPOIeHTHII ), MaJleHbKIAE

pasMepsbl IpyIHOI KJIeTKH, MakporeaIrio
M CeUTOBUIHBIIM HOC (puc. 6.1); J1MHHBIE
TpyOUaThle KOCTH YKOPOUYEHBI 10 pPU3OMeITH-
JecKOMY THITY (YKOpOUeHH e IMPOKCUMATBHBIX
CEerMEHTOB KOHEYHOCTH) |2].

Ecmecmeennoe meuenue. 11ponoisKuTeb-
HOCTh JKW3HU P aXOHAPOIUIA3HH 3aBUCUT B
MepByIO OYepeah OT BpeMeHH 1'0/la, KOrja Ma-

Puc. 6.1. Dxorpamma nipoduis U102 IIPH axoHIpo-
tuasyH. Crpelikoil yKasaH ce/UToBHIHEH Hoc. Menons-
30BAHO C PASPEITICHMAL.
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JICHBKHE pa3Mephl IpyIHOM KJIETKH HE BBI30-
BYT CEPBE3HBIX PECITUPATOPHBIX IPOOIIEM.
HurennekTyansHoe pa3ByTHe MPU aXOHIPOTI-
JTA3UK HOPMANTBHOE, HO BEICOKHI PHCK HEBPO-
JIOTUYECKMX OCTIOKHEHH, B YaCTHOCTH, KOM-
MpPECCHU CITMHHOTO MO3Ta Ha YPOBHE GOJIBIIIO-
IO 3aThUIOYHOTO OTBEPCTUS, MOTYT MPeridT-
CTBOBATH 3aHATUIO crtoproM. Makpotiedanus
MOXeT OBITh Pe3y/ILTATOM YMePeHHOM THAPO-
vedanm, oOycIoBIeHHOI MAJTEHBKUMM pas3-
MepaMH 3aThIJIOYHOTO OTBEPCTHAL.

Ilpenamaavnas maxmuka. J1octatouHo
CJIOXKHO JMArHOCTUPOBATE aXOHAPOILIAZHIO
IO TPEThEro TpHUMeCTpa DEPEMEHHOCTH, HO
€CJTH B XOI€ CKPHHUHTOBOTO YIBTPA3BYKOBO-
0 MCCNeIOBAaHMS TUIOHA BO BTOPOM TPHUMEC-
Tpe 3aro03PEHO0 YKOPOUEHHEe KOHeYHOCTEN,
HeoOXOAMMO JIMHaMUYecKoe sxorpadutec-
KOe HabIMOIeHHE 3a TEMITAMH pocTa JUTHHHBIX
TpyOUaTHIX KOCTEil ¢ MHTEPBAIOM B 4 Hell.
AXOHAPOILIA3MS MOXKeT OBITh 3aTI0H03PeHA B
CIIyvasdx, Korga TeMITbl pocTa e peHHOMU KO-
CTH ILJIOA COCTABJILIOT MEHEE TPEX cTaHJap-
THHIX OTKJIOHeHUI [1]. JIng guarHocTUKu
VKOpOuUeHUsI DeIpeHHO KOCTH MOXHO TaK-
2Ke MCTIOJNB30BAaTE CPpaBHEHHWE €€ JJTHHEIL C O11-
napyveTabHBIM PA3MEPOM TOJIOBBI MITH JUTH-
HOWM CTOIBL. DTO MOXeT TAKKe IoMOYb Jud-
(depeHLHPOoBaTh CKEJIETHYIO JUCTUIA3HIO C
BBIPAXKEHHOI 33ePXKOil BHYTPUYTPOOHOIO
paszBuTHA. KpoMe 57T0ro, 1pH axoHIporuia-
3 MOXKeT HAOMIONATLCH YMEPEHHOE MHOTO-
BOJIHE, HO OHO OOBIYHO HE TIPUBOJIUT K TTPeX-
JIEBPEMEHHBIM poiaM. AXOHIPOTUIA3US YAC-
TO COYeTAeTCs ¢ Makporedanieil, Mo3TroMy
MPU pOAOPA3PELLEHNH CIIEIyeT YUNThIBATH
COOTHOIIIEHHUE PasMEpPOB TOJIOBHI IU10/1a U
manoro taza. [Ipu aucriponoplinii 3TUX TO-
KazareJieii MeTOIOM BeIOOpa MOXeT OBITh Ke-
capeBo ceueHHe. B ciyyasax popopaspereHua
yepes ecTecTBEHHBIE POHAOBBIE ITYTH HEOD-
XOMMMO TIIATeTEHOE HADTIONEHITE 3a TTPOABIIKE -
HIEM rOJIOBKH TUIOAA.

Teriemuueckoe Koncyapmuposariue u npo-
2ho3. I'eH axoHIpoIUIasuK ObLT 0OHAPYIKEH B
KOPOTKOM TIJIeY€ YeTBEPTOI XPOMOCOMEI |3 ].
bonee ueM B 90% ciryyaeB OH sIBIISIETCH MeC-
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TOM MyTauuH [4]. [pubmuzurensao 90% ciy-
YaeB aXOHAPOILIA3HH SBJIAI0TCS Pe3yJIbTaTOM
CIIOpaANYecKOil MyTallMU U TIOBTOPSIIOTCS
Ype3BbIUANHO pejIKo. DTOT ayTOCOMHO-JIO-
MWHAHTHBIH JiepeKT SABAAeTCS JeTaTbHBIM
TpPY TOMO3UTOTHOM COCTOSHHHU. B cityvasx,
KOora y oO0MX poauTeSiel UMeeTcst axoH/I -
POILIA3MS, TO PUCK JIeTalbHOI (hopMbI 3a00-
JieBaHUs cocTaBmsieT 1:4, pUcK aXxoHApPOILIa-
3u1 — 50% M 1IaHc poXJIeHUA HOPMAJIBHOTO
moza — 25%.

Heonamaavrotil ucxod. AXOHAPOTLIAZMS SIB-
JISIETCSI XOPOLLIO M3YYeHHbBIM M YacTo BCTpeyva-
FOLLIMMCS TUTIOM BPOXIEHHOM KAPIIMKOBOCTH
Yy HOBOPOXIEHHBIX. B muTepatype rnonpobHo
OCBeILeHb! KIMHHYeCKHe MPOSIBIIEHUs], ecTe-
CTBEHHOE TeueHNe M OCJIOKHEHMS 3TOro 3a60-
nesanud. IposdBrneHnd 3a00J1eBaHH4 B PAHHEM
BO3PACTE M peKOMEH JALIMHU IO BeIEHUIO Iallli-
€HTOB OBUTH HEIABHO OIMTyOIMKOBAaHBI AMepH-
KaHckoi Akagemueil [lequatpuu [5].

Hesposnorniaeckye oclOXHEHUs B paH-
HeM BO3pacTe OOBIMHO BO3HMKAIOT HA YPOB-
HE KPAaHUO-LePBUKAIBHOIO COWIeHEeHUS B
CBSI3U ¢ MAJIEHBKMMHU paszMepaMu GOBILIOro
S3ATBITOYHOIO OTBEPCTHS. KOMMYH}HCBH'IHRH
¢opmMa ruapouedatud oGHAPYKUBACTCH Y
5% sux peteit. LlenTpanbHoe M 06CTPYKTHB-
HOE armHo3 SIBJIIIOTCS. CePhe3HbIMH ITpobJie-
MAaMHM, KOTOPBLIE MOTYT TAKXKe OTMEYATHCS Y
51X Jieteit [6]. B Bo3pacte nepBbix 6—7 net
KU3HW HEPEIKO OTMEYaroTcss XpOHHYeCKH e
peLIMAMBUPYIOIIE HH(PEKIIMHA CPEIHEro yXa.
B paHHeM eTCKOM BO3pacTe TAKXKe YaCcTO Ha-
6monaeTcst ICKpHUBIEHHE HIDKHHX KOHEYHO-
cTeil, KoTopoe INpy BBIPaKeHHBIX COCTOSHU-
AX TpeOyeT XUPYPruieckKom Koppekiuu. B
TIOAPOCTKOBOM U OOJiee MO3MHEM BO3PACTE
MOXET OTMEYATHCS KOMITPECCUSI HEPBHBIX
IMYYKOB H3-3a CTEHO3d CITMHAIBHOTO KaHaJla,
MPUBOASIIAS K Cepbe3HBIM HEBPOJIOTHYeC-
KM OCJIOXKHEHUSIM,, BKJTIOUasi TIPOrpeccUpy-
ION[UI TIapanapes U jgaxe TeTparuieruio.
OG6GBIYHO POCT B3POCIBIX IIPH AXOHIPOTIIA3MH
BapeupyeT ot 106 10 142 cMm [7]. Y GONBHBIX €
AXOHJAPOIUIA3UEN HEOOXOIUM KOHTPOJIb Beca
JUISL OCYIIECTBIIEHHS €r0 CBOEBPEMEHHOM
KOPPEeKIIMH.
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HOJINJAKTUIINA

Onpedeaenue. T10TMIAKTUINA TIPEJICTAB-
JisieT coboil yBelTMueHHe YKucia Manbles Ha
KMCTSIX M CTOMAX.

Yacmoma. 9acToTa NOMMIAKTHIMH y HO-
BOPOXIEHHBIX OeNoil pacel B AMepHKe TpH-
OmizuTenbHO cocTaBmsier 1 ciryuaii Ha 1000—
3000 ponon, a cpeAr YepHOKOXHUX — | cay-
vaii ma 100300 [1].

Kaaccugpurayua. ITommnaktunmio momu-
pa3iensioT Ha JBe OCHOBHBIE KaTerOpHH.
[Tpu npeakcHaIbHOM MOMMIAKTHIHNA DOIMOJI-
HUTENbHBIN MaJer] pacrofiaraeTcsi Ha CTopo-

He JIYYeBOM WK O0MbieOepLoBoil KOcTH, a
TMPH TTOCTAKCHANBLHOM — HA CTOPOHE JIOKTe-
BOIl WK MaI06eplIOBOi KOCTH W Habmona-
eTCs MPEMMYLIECTBEHHO Y aMepHKaHLEB ad-
PMKAHCKOTO MPOMCXOKIECHUS.

Ocroenbte npunyunst duazrnocmuru. [1onm-
JAKTHINA MOXeT ObITh> AHarHoCTHpoOBaHa
NPH YJIbTPa3BYKOBOM MCCIEIOBAHUM KMCTEMN
WIK CTOII IUTOJa HAYUHAA ¢ CepedHbl BTO-
poro TpuMecTpa 6epeMeHHocTH (pHc. 6.2,
6.3). OnqHako paneko He Beerja yuaerTcsi ocy-
LIECTRIATE BU3YAIIH3alHIO MANBLEB KHUCTEN
M cTon roaa. IToatoMy AMepHUKaHCKHIA

Puc. 6.2. DxorpaMMel KUCTel TUI0/ia B HOpMe (A) M TIpH TOJMIAKTHIAHE (D).
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Pue. 6.3. DxorpaMma CTOIB ILHOIA TIPH IMOTHIAKTH-
JIMH.

HuctutyT Vibrpaseyka B Menuimine (AIUM)
2] 1 AMeprkaHckoe OOLLecTBO AKYLLIEpOB 1
I'iHekonoros (ACOG) [3] He pernaMeHTHpY-
10T 00A3aTeNIEHYIO OLIEHKY KUCTeH IIpU CKpH-
HUHTOBOM YJIBTPa3ByKOBOM HCCIIEI0BAHNK
Iiona, XOTsk BO MHOTHMX IeHTpax IMpeHaTallb-
HOIl JIMAarHOCTUKH 3TO SABJIAETCH COCTABHBIM
KOMITOHEHTOM KOMITIEKCHOIO H3YYeHHd AHA-
tomuu Twioga. B Poccuu Takke sxorpadmyec-
Kas OLIEHKA KUCTE M CTOI He BXOOWT B COCTAB
00s3aTeNIBHOIC KOMITIEKCa YIbTPa3BYKOBOTO
CKPUHWHIOBOTO McclienoBaHud 1uona [4].
HoBble rOpU30HTHL B OLIEHKE KWUCTel TI01a
OTKPBIBAET TpeXMepHast axorpadus, KoTopas
WHTEHCUBHO BHEAPSIETCS B ITPAKTHKY [IEHTPOB
TpeHaTAIbHOMN JUATHOCTUKH |3, 6].

TTomuaak T MOXKeT HADMIONATECA MPU
MHOTHX reHe THIeCKHUX M XPOMOCOMHBIX CMH-
apomax [7]. [Toaromy npu oOHapyKeHUH 110~
JHAAKTHIAM, OCODEHHO MPH COYETAHUM C
APYTUMM aHOMAJIMAMM, MOKAa3aHOo [MpeHa-
TaNbHOE KapHoTUITHpoBaHue. Hanbonee ua-
CTOH XpOMOCOMHOI aHOMAJIHEI TPH IMOCTAK-
CHAJTbHOM TIONMHMAAKTUINAM SIBISIETCS TPHUCO-
mug 13 [8, 9]. Kpome 51010, MONMMAAKTHINASA
HaOIoHaeTCs MpH MHOTUX CKeJIETHBIX JAHUC-
TUIA3HSX: CHHAPOMAX «KOPOTKHE pebpa — 1o-
miaakTuins» i | (CanguHo—HyHana) u
un 11 (Maesckoro), cMHApoOMax DIUMca—
Ban-Kpesenbaa v Kaprientepa.

[Ipu ynbTpa3ByKOBOM MCCJIeIOBAHHU
1002 BO3MOXHO mudpepeHITuALIMS Tpeak-
CHANBHOM M MOCTAKCHAIBHOM ITOMMIAKTH-
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miii. B cayuasx pacrnoioXeHUsT HOTIONHH -
TeJILHOrO TANBI@A HA CTOPOHE JTyYeBOil WIH
GonbLIeOEPIIOBOM KOCTEH YacTo OTMEYAIOT-
csi XpOMOCOMHBIe aHoManuu. [MonunakTu-
TSI HEPEJKO COYEeTAeTC sl ¢ BPOXKIeHHBIMU
rnopokamu cepaua. [losroMy mpu BeIsSIBIE-
HHUH MOMWIAKTHIMHA CIieLyeT TIPOBOAMTH 3X0-
Kapavorpapuyeckoe McclieIoBaHHe TUI0IA.

Pannss npenamaavnas duaznocmuxca. I'1o-
NMUIAKTIUTHA MOXeT ObITh AUATHOCTHPOBAHA
IPHU KCITOIB30BAHUM TPAHCBATHHAIBHOM
axorpadHi ¢ HavYala BTOPOro TpuMecTpa oe-
pemenHocTH [ 10], HO B OONBIIMHCTBE CiTyda-
€B OHAa BBIsSIBIsIeTCA TIocne 20 Hex OepeMeH-
Hoctu. M3 6 cryvaes MOMMIAKTHIINM, IMAar-
HOCTHpOBaHHBIX B 13— 17 Hen 6epeMeHHOC-
TH, B 2 HAOIMOOeHUAX OTMEYEeHO cOoYeTaHUe
¢ cuHgpoMoMm Mekxkessi—I'pyGepa [10].

FEcmecmeennoe mevenue. I1oMMIakTHINS
MOXeT OTMevaTcs [IPH BO3AEMCTBAM TepaTo-
reHHbIX (PaKTOPOB, TAKMX KaK alIKOIroJib,
BaJIbIIpOEBast KMCIOTA U MaTePHUHCKHWIA i1a-
6et. B ciryyasx M30MpOBAHH OO HAPYILLIEHMS
BITOCTHATAJIBHOM ITEPUOJIE MOXKET OBITH ITPO-
BCOCHO yIAJICHHE MOIMOJIHHUTCJIbHOT O ITAJIbIIA.
JoCTaTOYHO YACTO AOMOJHUTENIbHEIE TTATb-
bl YAAJSIOT TMyTeM TPOCTOM TIEpEeBA3ZKH
KOXH B MecTe X OCHOBAHH/ 06e3 aHeCTe3HH.
B s1Hx HabmopeHUAX cyvaiiHo yiaercs yc-
TAHOBUTL, YTO Y poauTeNeit ObUTH ynaneHbl
JIOTIOJIHUTE IBHBIE TTAJIBLE i OHH HE TIOMHH-
JI1 00 3TOM. [103TOMY ClleIyeT OCYILECTBIIATE
TIIATEBLHBIA COOp ceMeHOro aHaMHesa,
BKJTIOYasl OIIpOC ASAVIIeK H 0a0yIIeK.

Tenemuyeckoe KoHCytbmuposanue u npo-
2no03. TUIT HACHe TOBAHWS MPH MOMMIAK THITH
— aAYTOCOMHO-TOMWHAHTHBIH ¢ HEIOJHOI
MeHeTpaHTHOCTRIO. [TocTakcHambHast Momi-
JIAKTAJIMS MOXKEeT He TPOSIBIISITLCS BO BCEX
MOKOJIEHUSX B CBSI3U ¢ HU3KOI reHeTHUYeCKOI
MeHEeTPaHTHOCTLIO. BapuabenbHOCTh 3KCIT-
peccuir BbIpaxkaercsi KIMHUYeCKH OT Tipa-
BUJILHOTO (pOPMHPOBAHHUS JIOTIONTHUTEIBHO -
ro najabLa 10 pyauMeHTapHOI0 KOXKHOIO BbI-
pocta. [NonmuaakTHiang couetaercs ¢ 60Jb-
LM YUCIIOM PA3TMUHBIX HEXPOMOCOMHBIX
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CUHIPOMOB, TIO3TOMY PHCK TIOBTOPEHMS 3a-
BHCHT OT COYETAHHOTO CHHJIPOMA.
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KOCOJIAIIOCTDB

Onpedeaenue. KoconarnocTsb sIBISASTCH
ManbdopMalMen, KOTopasi XapaKTepUusyeT-
Csl AaHOMAJTBHBIM B3aMMOOTHOLLIEHHUEM CTOTTHI
M JTUCTATBHBIMHU KOCTAMH HWKHEH KOHEYHO-
CTH.

Yacmoma. KoconarocTs sSIBISIeTCS IOCTa-
TOYHO YaCTOI aHOMATHel 1 BeTpeyaeTcs y 1—
3 ma 1000 xuBopoxaeHHBIX [ 1]. Oxa B 2 pasa
yale oTMevaeTcs y MalbUlKOB.

Kuaccudpukayua. Buioensior Tpy 0OCHOB-
HBIX THIIa KOCOJNAaIlOCTH: SKBHMHOBapPYyCHaA
nedhopMaLus CTOIbI, KalbKaHeOBAIbIYCHAS
YCTAHOBKA 1 MeTaTap3yc.

Ocrnoguvie npunyunst duazrocmuxu. Koco-
JIanocTs MOXKeT ObITh AMArHOCTHPOBAHA TTPH
YIBTPA3BYKOBOM MCCIIEHOBAHUM TLIOIA HA OC-
HOBAHWUM 0OHAPYKeHNsI aHOMABHOI'O B3al-
MOOTHOILLIEHUST CTOTbl M KOCTel rojieHu [2—
4). Bxorpapuyeckas KAPTHHA 3aBUCHT BIIep-
BYIO Ouepenb OT TUIIA KocoNarocTi. Yaue
BCETO TMPEeHATABHBIN UATHO3 YCTAHABTUBA-

etcsi mocnte 20 Hen 6GepeMeHHOCTH (pHC. 6.4).
Kocomamocts 4acto coueTaeTcst ¢ APYTHMH
AHOMAJIMSAMM, TIOBTOMY HEOOXOIMMO TTPOBO-
JIATH TIIATEIIBHOE M3YUeHUE BCEH YIIbTpa3By-
KOBOI1 aHATOMWH TITOJIA W TIPEeHATATbHOE Ka-
pyuoTHposaHue. JlnarHo3 U30JMpoBaHH Oif
KOCOJNAIToCTH ClIenyeT CTABUTH ¢ OCTOPOXKHO-
CTBIO, TAK KAK HEKOTOPBIE IIPU3HAKM pas3/Iny-
HBIX FeHeTUYEeCKUX HAPYILIeHWIT U CHHIPO-
MOB, COYETAIOILIMXCS C KOCONATIOCTHIO, MOTYT
TIpeHATAIbHO He OOHAPYXKMBATHCH.

Pannss npenama.vnas duazrnocmura. Co-
[JIACHO OMYOIMKOBAHHBLIM JAHHBIM, HAWOO-
Jiee paHHsIsI TIpeHaTaIbHAsT THATHOCTHKA KO-
conanocTy 6bL1a ocyiecTsieHa B 13 Hex Ge-
peMEeHHOCTH TMPU UCTIONB30BAHUM TPaHCBA-
rMHAMLHOI 5xorpaduu [5], HO B OONbIIMH-
CTBE CJIy4aeB OHA BBISIBIsieTCs rtocie 18—20
Hen GepeMeHHOCTH [4].

Ecmecmeennoe mevenune. ECTeCTBEHHOE
TeueHNe KOCONATIOCTH 3aBUCHUT OT ee THIIA.
Moutn y 20% TaneHTOR ¢ 3KBUHOBAPYCHOI
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Puc. 6.4. DxorpaMMa HEKHHX KOHEYHOCTEH TLI0Ia TPH
AHOMATBHOI YCTAHOBKE CTOTL.

neopMaler cToll 0OHAPYXKHUBAKOTCH IO-
MOJHHUTENBHBIE MeJIKHe AHOMATMU COeIMHM-
TeNbHOM TKAHH, TaKKe KaK M30BITOUHAS TIO/I-
BIDKHOCTB CYCTABOB U I'PBIKU OPIOLITHOI CTeH-
KH. KalbKaHeOBANBI'YCHAS YCTAHOBKA CTOII
Goree YacTo OTMEYAeTCs y ITEPBEHLIEB U HEKO-
TOPBIE ABTOPBI CYUTAIOT OCHOBHOI TIPUYHTHOI
KOCOJIATNIOCTH ¥ 3TUX JieTeii BHYTpUMAaTOUHOe
cuapienue. [1ogobHO 3KBUHOBapYyCHOM ne-
GopMALIMK KaJIbKAaHEOBAJILI'YCHAS YCTAHOBKA
CTOTT HEPEJIKO COYETAETCH ¢ MEJIKUMU AHOMA-
JTHSIMU COEAMHUTENBHOI TKAHW, OCODEHHO ¢
BPOXKIECHHON IUCIIOKALMEi Ta300eapeHHOr0
CycTaBa, KoTopas Habmonaetcs y 5% rnauyeH-
TOB. AHOMAJIbHAA YCTAHOBKA CTOIT MOXKET I1po-
XOIMThL CAMOCTOSITENTHHO B CITyUasiX MeTaTapayca,
TaK KaK JacTo ObIBAeT yMePEHHO BbIPAOKEHHOI.

Ilocre ponoB AMATHO3 CITeayeT TIONTREPAMTE
MpH 00CIIeIOBAHUHY HOBOPOXKIEHHOTO. boJb-
LIMHCTBO CyYaeB SKBHHOBapycHOI nedop-
MAaIlMM M KalbKAaHEeOBABIYCHOM yCTAHOBKU
cToll TpebytoT orepaTUBHOIO JeueHus. B He-
KOTOPEIX CIIyvyasx He TpebyeTcss KOppeKLug
MpH YMEPEHHO BBIPAXeHHOI OTHOCTOPOHHEI
KoconanocTy, Ho B 90% HabnroneHWi1 OHA He-
06xoMMMa 7151 TOCTHKEHWSI OTTTUMAJTBHBIX Pe-
3yJbTaroB. [lpy M30ommpoBaHHOI Kocoanoc-
TH XUPYypruyeckoe JjeueHue oObIYHO ObIBaeT
YCIEITHBIM ¥ IETH MOTYT CBODOIHO MepeB-
raTbesi 6e3 TpUXpaAMBIBAHMSL.

Tenemuueckoe xoncyapmuposarue u npo-
2no3. Koconarnocrs coueTaetes 0oliee yem ¢
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300 xpOMOCOMHBIMH, TEHETHYECKUMH U CI1O-
pagryecKUMH aHoMaMaMu. [ToaToMy Heob-
XOJTUMO TTPOBOANTH TIATENIbHOEe U3YUeHUEe
BCeil YILTPa3BYKOBOI aHATOMMH TUTO/A W
MpeHaTaJIbHOe KapuoThITposaHue. B cepun
M3 TpeX HCCIIeOBAHWIN, oXBaThiBatomeit 127
CJIy4YaeB ¢ MpeHaTaJ bHO JMarHOCTUPOBaHHOMN
SKBHHOBAPYCHOI YCTAHOBKOII cToIml, B 33%
HaOMoIeHNH BBISIBIIEHB XPOMOCOMHBIE Jie-
(exTbl, MperMyIliecCTBeHHO TpHUcoMus 18 |2,
3, 6]. ¥V Bcex IIomoB ¢ XpOMOCOMHBIMH. J1e-
¢dekTamu ObUTM 0OHAPYKE€HBI MHOXECTBEH-
HbIE ITOpOoKH pazeuTHs. CormacHo oIy 0miKo-
BaHHBIM pe3yJibTaTaM, B CJlydadx rpeHaTalb-
HOW JUArHOCTHKH KOCOJATIOCTH OBIBAeT U30-
JIPOBAHHO# TOJBKO B 0—20% citydaes [2—4,
7]. Cpenu coyeTaHHBIX AHOMAIMIA Yalle Bee-
ro OTMeYawTCcs MOPOKA HEPBHOM TPYOKH,
CKeJIeTHBIE JUCTUIA3HH M apTPOrpUITos.
Puck poxxaeHus pebeHKa ¢ KOCOJIATTOCTRIO
y HOpMATBHBIX POIUTEITEN, yKe NMETOIIHX J1e-
Teil ¢ 3TOI1 AHOMAJIMell, COCTABIISIeT OT 2 JIo
8% . Ecny KOCONAnocTh COYETANACH € JIPYTH-
MM HapyLIEHMSIMH, TO PUCK TOBTOPEHMS 3a-
BUCHUT OT OKOHYATEJILHOT'O TTOJIHOTO JAMATHO-
3a. Jms skBuHOBapycHOM nedopMalii CTorn
oTMeyaeTcsd boJiee BBICOKAI YACTOTA Y pol-
CTBEHHHMKOB BTOPOU U TPETHEU CTEMEHH POJI-
CTBA B CPAaBHEHMHU ¢ OOLIEH MMONMYJIALMEIA
(ecm1 oHa OBL1a U30MPOBAHHOI ), UTO HE OT-
MeuaeTCs TP KaTbKaHeoBaIbIyCHOM U Me-
TATAP3yCHOIT yCTAHOBKE CTOI. THIT HACTIe10-
BaHWUA MOXET OBITh KAK MEHEJIEBCKUM, TaK
M HEMEeHAEIeBCKUM MIH MHOTO(AKTOPHBIM.
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CTOITA-KAYAJIKA

Onpedeaerne. CTONA-Kayanka xapakTe py-
3YETCH BBICTYITAKOLLEH ITATKOM U [MPOBHCAKD-
MM cBooM. [IsgTouHas KocTh 3aHUMAeT
AHOMAJIbHOE TIOJIOKEHWE M3-3a YKOPOUYEeHU
AXMIIIIOBA CYXOXKMITHA.

Yacinoma. CTONA-Kayallka OTHOCHTCS K
HeYyacTEIM HAXOAKAM IIPH YJIETPA3BYKOBOM
HCCIIeIOBAHMA TUIONA.

Ocrnoenvte npunyunovt duaznocmuru. CTo-
Ma-Kayajaka MOXeT OBITh JUATHOCTHPOBAHA
TIPH YJIBTPA3BYKOBOM MCCITEIOBAHMH ILIONA C
Hayajia BTOpOro TpuMecTpa OepeMeHHOCTH.
HaubGonee onmuMaTbHOM TIOCKOCTBIO I
JUATHOCTUKY CTOMBI-KAYAIKH $IBIIAETCA Ce-
YyeHHe CTOIbl M TOJIEHU, ITPOXOIsiIiee B Ie-
penHe-3aaHeM HarpapiieHUH. [TgaTounas o0-
JIACTH CTOITHI PACITIONATAETCS K3aau OT ToJe-
HH, CpeIHAA YACTb — MOXKeT OBITh HIKE IIPO-
KCUMAJIBHOM M AUCTAJIbHOM YacTeii ctonbl [ 1,
2]. I1pu sToM dopMUpYeTCH OKPYTJasi BbI-
TIyKJias TIOAOIIBEHHAS TTIOBEPXHOCTD.

Ecmecmeennoe mewenue. EcTecTBeHHOE Te-
YeHUe CTOIThI-KAYATKH 3aBUCHUT OT COYeTaH-
HBIX aHOMayHiA. [Tpu oOHapyXeHWH CTOTIbI-
Kavyasnku HeoOXOIUMO MPOBOIATE TIIATETEHOE
U3yuYeHUe BCeil yILTpa3ByKOBOM aHATOMUM
TUI0/1a, TAK KaK OHA YacTO COYETAETCH C JIPYTHA-
MM aHoManusamu. Kpome sToro, Bo Beex CIiy-
Yagx IMOKa3aHo IMpeHATATEHOE KAPHOTUITHPO-
BaHMe, TaK KaK coo0IIaI0Ch O COYeTAHHH CTO-
TLI-KAYanKii ¢ TPUIUIOMaMei i Tprcomueii 18 [3].

Ilpenamaavnas maxmuka. I1pu oOHapy-
JKe€HWH CTOITHI-KAYAJIKH B TIPeHATATLHOM IMe-
PHO/Ie MOKA3aHO TIIATeJIBHOe U3yYeHHe Beeil
YIIBTPA3BYKOBOI aHaTOMMH TUToAa. [IpeHa-
TaJIbHOEe KAPHOTHITUPOBAHME LieJlecooOpasHo
TPOBOIMTE JIake B CIYYasdX M30JIMPOBAHHOMN
AHOMAJIMM, TaK KaK CTOTA-Kayaaka MOXeT
OBITh €AMHCTBEHHBIM 3X0TpapIecKUM Map-
KepoM XpoMocoMHOTO HedekTa. Jlaxe ripu
HM30JIMPOBAHHOM CTOIe-Kavyaiake ¥ HOpMaib-
HOM KapHOTHIIE TPeINoYTHTENIBHO POAOpas-
pelieHUe OCYIIECTRIATE B pETHOHATTBHOM Ie-
pUHATAJILHOM 1IeHTpe, TaK KakK rocie pox-
JeHWSI MOTYT OBITE OOHAPYXKEHBI aHOMAITUH,
He IMaTHOCTUPOBAHHBIE B TIPeHATATTLHOM T1e-
puone, U noTpedyroTcs KOHCYABTAILIMH pas-
JIMYHBIX CITELMATACTOB.

Tenemuveckoe KOHCyAbmupoeanue u npo-
2ho3. [ eHeTUYeCKOe KOHCYIbTHPOBAHUE U
TIPOTHO3 3aBHCST OT 0OHAPYXKEHHEBIX COUe-
TAHHBIX aHOMAaMUi1. B M30IHpOBAHHOM BHJIE
cToMNa-Kayarnka BeTpevyaeTcsl KpaiiHe peliko.
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ATEHE3UA KPECTLIA

Onpedeaenue. AreHesns KpecTiia gBJgeT-
C4 YacTRIO TPYITTEI HAPYILIEHWI, H3BECTHOM
KakK Kay/laTbHasl JIACTIIA U VUTH peT peCCHOH-
Hble CHHJIPOMBI. BTa rpyIna BKIIOYAeT CHHI-
POM KayZaJIbHOM perpeccHid, MEHUHTOMHETIO-
uene, cupeHomenuto, VATER-acconmaumio v

TpecakpaibHyIO, CAKPATTBHYIO IUCTeHE3HH.

Yacmoma. YacTora cakpatbHOM areHe31n
coctaBnger 1-5 cayvaeB Ha 100 000 HoOBO-
POXAeHHBIX. YacToTa areHe3sMM KpecTua y
MAJIBYMKOB U JIEBOYEK [TPUOITM3UTEITEHO OH-
HAKOBAasg M NpUOIM3UTENEHO B 16% ciyuyaen
HabmomaeTcs y Marepeii ¢ JradeTom.

Kraccupurayua. CripeHOMe M4 NpencTaB-
JisieT coO0#H BRIpaXKeHHYIO (POpMY KPecTLOBOI
areHe3nH. XoTl LieJiecooOpa3Ho obcyKaaTh MX
BMecTe, MoCJIeHUE JaHHbBIE CBUIETENLCTBYIOT
0 TOM, YTO OHH MOT'YT OBITE BBIZBAHBI pasiny-
HbIMH MATONOTHYECKUMH IIpHIruHAMH. CHpe-
HOMEJIAS TTOXO0XKEe ABSETCS Pe3yJIbTaroM Ha-
PYyLIEHMsI KPOBOCHAOKEHM HIDKHMX KOHEY-
HOCTeM, BOBHHUKAIOILIETO Ha PAHHHX CTAIMAX
PARRUTUS COCYTUCTOM CUCTEMBI M TTPUBOSLLIE-
ro K 00pa3oBaHuI0 eIWHCTBEHHOH apTepuH
nynoBUHLL. HapyIiieHns: KpoBOTOKA HIDKHHX
OTHEJIOB TYJIOBHILA H KOHEYHOCTEM MPHBOIAT
K MasTb(hopMalMaM KaynaasHou obnactu [1].
C mpyroii CTOPOHEI, ATEHE3M KPEeCTIa UMEET
TeTePOreHHYIO STHOJIOTHIO.

Ocnoenbie npunyunot duaznocmuiu. Y TUI0-
JIOB C areHes3Heil KpecTLa OTMevaeTcsl yKOpo-
YeHMe TTO3BOHOYHHKA C OTCYTCTBHEM KPeCT-
L[OBBIX MO3BOHKOB | 2]. OOBIYHO MO3BOHKH HE
BU3YAIIM3UPYIOTCH ¢ ypoBHA LS. HernonHoe
pa3sBUTHEe KOHEYHOCTel coveTaeTcsi ¢ Nopo-
KaMM TIOYeK, TeHUTATWIT 1 XeJIyI0UHO-KH-
meyHoro TpakTa. [Ipu cipeHOMe MK OT™MeYa-
eTcsl ManoBoaue. OnUcaHbl HECKOJIBKO ce-
MEUHBIX CJIy4aeB YaCTHYHOM areHe3uH Kpec-
TIIA, KOTOpasi MPOsBISIACH OTKPBITON WIH
cKpbITOl (popmamu spina bifida. bonee yvem B
50% ciydyaeB cHpeHOMEHMH TIPeHATATBHO
CTABMTCS AUATHO3 areHesuy rovex [3]. Bax-
HBIM JOMOJIHUTETBHBIM KPUTepHeM CHPEHO-
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MEJTUH TIOMMMO OTCYTCTBUS TTOYEYHBIX apTe-
PHiA, AHOMATBHOT O CTPOEH M HUKHWX KOHEY -
HOCTeM M TMO3BOHOYHHKA, ABJIACTCA 0OHAPY-
JKeHWe TMpH JoMIuiepaxorpadpund eqUHCTBEH-
HOI1 apTepHH MYITIOBHUHBI, OepyLleli cBOe Ha-
YaJIo OT BepXHeEM YacTH OpIOLIHOIA A0pThI, TAK
Kak JMcTabHAsA YacTh aOpPThl aTpe3upoBaHa
WM OTCYTCTBYET [4].

Ecmecmeennoe mewenue. EctecTBeHHOE
TeyeHHe areHe3snn KpecTia 3aBUCHT OT CTe-
reHu TskecTd aedekton. ITporHos mins yMm-
CTBEHHOTO Pa3BHUTHS HAXOMUTCH B TIPSIMOI
3aBUCMMOCTH OT CTeIleHW BOBJICYEHHOCTH
LIEHTPATBHOM HEPBHOM cHcTeMBl. TsxXenasd
(opma cuHIpOMa KaylalbHOM perpeccuu
MOXKET COUeTaThCsI C THaporiedaTieil U aH3H-
uedanueii, XoTss yMepeHHO BBIpaXKeHHas!
¢opMa 0OBIMHO He coveTaeTcs ¢ 3THMM 110~
pokamu. Ecim areHesusd 1MoveK Wid JUcra-
3US SIBJBTEOTCS. COCTABHBIM KOMITOHEHTOM CH-
PEHOMEJINM, TO TIPOTHO3 I XKWU3HH Hebma-
TONPHATHBINA. BONBIIMHCTBY BEDKHMBILMX ITa-
UHUEHTOB TpebyloTCd KOHCYNbTALIMHM U
NleyeHue y opTorielia U YpoJora.

Hpenamaaonas maxmuxa. I1py obHapyxe-
HWUM areHe3uH KPecTiia CleyeT OCYILEeCTRIATh
THIATEJIBHOE M3yUeHe BCeld YIIBTPa3BYKOBOM
AHATOMWH T71071a. B cyuasix MHOXeCTBeHHBIX
BBIPasKeHHBIX TTOPOKOB He0OXOMUMO 0OCYIUTD
C POOMTEIISIMH L1eJleco00pasHOCTh MPOAOIIKe-
Hus GepeMeHHOCTH. [IpH MPOIOHTMPOBAHUNA
OepeMeHHOCTH CIEYeT OCYHIECTRIISITh JIMHA-
MIUECKOE SX0TpadpiiecKoe HabmoIeHHe Kak-
Janie 4—6 Hen U1 olleHKH KOJIUYecTBAa AMHHO-
THUYECKOM XMIKOCTH M TEMIIOB pocTa TiIojA.
PonopasperueHre HeoOXOAUMO MPOBOANTE B
VCITOBHSIX TIepUHATAILHOTO HIEHTpa, TaK Kak
HOBOPOXICHHOMY TTOTPeOYIOTCSl KOHCY/TBTa-
UMK pasiIHYHbIX CTIELMATHCTOB.

Tenemuueckoe koncyavmupoearue u npo-
2H03. BoNBEIIMHCTBO CIIYUAEB ar¢HE3MH Kpe-
cTua criopaaveckue. B cinydasx couetaHus
KayIaJIbHOU perpeccuu ¢ gedeKkTamu He-
BPANILHOM TpYOKH cle/lyeT peKOMEeHI0BATE
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npueM GonMeBoil KMCIIOTEL B 03¢ 4 MT JI0
3a4aTHid M B pAHHME CPOKH BCEX MOCIIEYIO-
uux 6epemernHocTeii. [1pu HamuMM y Mate-
pu fuadeTa ameKBaTHBIN KOHTPOJIb 3a Teue-
HHeM 3a001eBaAHIS MOXET YMEHBIIWTH PUCK.

CITMCOK JIMTEPATYPBI
1. Eganl.F.X.. Petrikovsky B.M.. Vintzileos A.M.
et al. Combined pentalogy of Cantrell and
sirenomelia - a common etiology // Amer. I.
Perinatol. 1993. V. 10. P. 327-329.

2. Donnenfeld A., Menutti M. Second trimester
diagnosis of skeletal dysplasias // Obstet.
Gynecol. Suryv. 1987. V. 42. P. 199-217.

3. Sepulveda W., Corral E., Sanchez I. et al.
Sirenomelia sequence versus renal agenesis:
prenatal differentiation with power Doppler
ultrasound // Ultrasound Obstet. Gynecol.
1998. V. 11. Ne 6. P. 445449,

4. Sirtori M., Ghidini A., Romero R., Hobbins
I1.C. Prenatal diagnosis of sirenomelia // I.
Ultrasound Med. 1989. V. 8. P. 83--88.

IT'MIOPOCDPATAIUA

Onpedeaenue. N'iniodocdaTazusd BKIIOYA-
€T HEeCKOJIbKO COCTOSTHHI, KOTOPbIE UMEIOT
CXOXUIi (PeHOTHIT, HO pazNuyaroTCs TUTIAMH
HacJietoBaHud. OHa XapakTepu3yeTcs BbIpa-
XeHHBIM Ae(pUIIUTOM HenovHoil ¢ocdara-
3b1, YTO MIPUBOIUT K IEMUHE pATU3ALIMH U TS -
XeJoi nedpopMalii KOCTeH.

Yacmoma. I'inodocdartasisg OTHOCHTCH K
OUeHb PeIKMM TTOPOKaM, ee YacToTa COCTaB-
JsieT B cpeaHeM 1 cayuait Ha 100 000 HoBO-
poxaeHHBIX [1].

Kaaccugpukanua. B 3aBUCHMOCTH OT BO3-
pacTta, B KOTOpOM HauWHaeTcsl 3aboneBaHe
pa3UuaoT CleAyIollie OCHOBHEIE KIMHU-
yeckue (hopMBbl: HEOHATATBHYIO, MITaIeHYeC-
KY10, B3pocnyto. [ Ipy HeoHaTanbHOU (popMe,
M3BECTHOM TAaKKe KaK BPOXIeHHasl, 0ObIv-
HO OTMeYaeTcsi CMepTh BO BHYTPUYTpoOHOM
WM B HeOHAaTaJbHOM Tlepuojax. B cimyvae
nposgBiIeHus 3a00J1eBaHN4 B MepBhie 1IecTh
MeCsLIeB XU3HU YacTO HAOMOIAIOTC S IMTOBTO-
psiroipecs: MHQeKIMOHHBIe 3a0oeBaHMs
JIBIXaTeJTbHBIX Iy Teil U TIOBBIIIeHe BHYTPH-
yepenHoro gapieHusd. CMEpTHOCTb B 5THX
cnyyanx coctapiser 50%. Ecnu zaboneBanue
pa3BUBaAETCsl HECKOJIBKO TIO3Xe, TO HepeaKo
oTMeuaeTcs TIpekaeBpeMeHHas ToTepst MO-
JIOYHBIX 3y00B. HHU3Kasg aK THBHOCTD 104~
HOM (pocdaTtasbl B KOCTIX, MEYEHU W ITOYKAX
0OBIYHO COUeTAeTCS ¢ KPAHUOCHHOCTO3AMU.
B3pocnasi, uma nerkas, (popma IIposiBIsieTcst
B IOHOIIIECKOM BO3pacTe WIN AaxXe Y B3poc-

JIOTO YeJIoBeKa B BUJIe IOMKOCTH KOCTel, OC-
TEONMopo3a UM M30JIMpOoBaHHOM ¢ocdos-
TaHOJAMUHYpUK. TepMUH niceBmoruriogpoc-
(hataszus McronbL3yeTcsl B TeX CIAy4asx, Koraa
[IPUCYTCTBYIOT KJIMHUYECKHEe H peHTIeHOIpa-
(buveckue nmpusHaku runodocdarasyui, HO
YpOBeHb LLEe0UHOM (ocaTassl B KPOBH Ha-
XOOHWTCH B ITpEacaX HOPpMATHBHBEIX 3HAYEHHIL

Ocrioervie npuriyunot duazrocmuxu. JIynar-
HO3 runodocaTtazsiy MoxeT ObITh 33110103~
PEH IMPH YIIETPA3BYKOBOM HCCHEIOBAHUH TUI0-
Ja (puc. 6.5). I1pu 310M OTMEYAETCS BhIpAKeH-
HO€ YKOpOUYE€HHE ITHHHBIX TPYOUATBIX KOCTEHN
[2]. MoryT TakxKe BBIABIATHCH 3HAYWTEITBHBIE
m3MeHeHHs (POPMBI M MHOXECTBEHHBIE Tepe-
JnoMbl. Kpome storo, y rmoaos ¢ runodgocda-
Tazuel HepeaKo HAOMOOAaTCs MaJleHbKIE
pasMephbl IpyaHOM K1eTKH. CHUKeHHAs MAHe-
paTU3ALMA KOCTeH CBOJA Ye pera TAKKe MOXKeT
ObITE OOHApYKEHA B XOJie YIIBTPAa3BYKOBOIO
vccneiopadus maojda. [Ipu aTom BHyTpHue-
perHas AHATOMMST He HAPYIIAeTCsT, a MO3T OK-
PY2KEH TOJICTBIM CIJIOEM MATKHX TKAHEH M HeoC-
CUGUITMPOBAHHOIO KOCTHOTO Berectna [3].

Pannaa npenamassnas ouaznocmuxd.
IIpeHaranmsHas qprarHocTrka ruriogocdara-
3UM MOXeT ObIT OCYILECTB/IEHA B MEPBOM
TpUMecTpe OepeMeHHOCTH Ha OCHOBAHHA
orpefieNieHNs] AKTUBHOCTH 111€JIOUHOM hoc-
(parasel B BOPCHMHAX XOPUOHA WIM AMHHOLA-
Tax. ¥ GonslIMHCTBA OOJIBHBIX AeTell oTMe-
YalOTC pa3NIUYHbIe TeHHbIe MYTALlUU, YTO
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Puc. 6.5. I'unodocdarasms. MenonniosaHo ¢ pasperte-
HIHSL

TIPOSIBISIETCH pasHoobpazreM KIMHUIECKHX
nposiBieHii 3a0oeBaHus. B cnyuasix, korma
crietMryueckas MyTalusd U3BeCTHA, MOXeT
OBITE OcyIecTBIeH NpaMoit aHams JIHK [4].

Ecmecmeenrnoe mevwenue. bonbIIMHCTBO
ciayuaeB runogocdarasvy 3aKaHIMBaeTCH
CMEPTHIO B MepUHATAIIEHOM Mepuoje. Eciu
pebeHOK pOXIAeTCs XUBBIM, TO CMEPTH
0OBITHO HACTYTIAET OT PeCUPATOPHOTO JIC-
Tpecca. V malueHTOR, JOXKUBAIOLINMX 10 IOBe-
HWIBHOIO BO3pacTa, MOI'YT OTMeYaThCs Mbl-
LLIeYHAadA TUTIOTOHH A, TIEPUOAMYECKIe TIPUTTA/T-
KH, TUMOKANBLMeMUs ¥ He(ppOKaTbIIMHO3.

Hpenamaavnaa makmuxa. B cnyvasax no-
CTOBEPHOI MpeHaTATBHON JUATHOCTUKM TH-
nodocdaTasiu ciieayeT peKOMeHI0BaTh ITpe-
pbiBaHKe OepeMeHHOCTH.

TI'enemuueckoe KoHcyavmupoeanue u npo-
eno3. Turnodocdarasus oTHOCUTCS K ayTo-
COMHO-pelLIeCCHBHBIM 3a00meBaHusIM. Prck
MOBTOpeHus cocTaBnsieT 25%. [Npubnmsu-
TesbHO 60% HocuTeNei MOTyT OBITh pacro3-
HAHBI [TPU M3yUeHUH KOHLIEHTparuu ocdo-
3TAHOJIAMMHA B MOYE M CBIBOPOTKE KPOBH.
OueHKa aKTUBHOCTH 11eJIouHoi (hocdarasbl
SABJIAETCA MeHee YyBCTBHUTEJbHBIM TECTOM
IUT WIEHTU(DUKALIAA HOCUTEJIEN.
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HECOBEPIIIEHHBIN OCTEOI'EHE3

Onpedeaerue. HecoBepllieHHBIH ocTeore-
He3 XapakTepH3yeTcs IOBBIIIEHHON JIOMKO-
CTBIO JJIMHHBIX TPyOYaThIX KoCTeW co
CKJIOHHOCTBIO K TIEPEIOMAM.

Yacmoma. Tun 1 sBisdercs Haubonee ya-
CTBIM BHIOM HECOBEPILIEHHOIO OCTEOTeHe3a
U BCcTpeuaeTcsi ¢ yactoToi 1 cimyuaii va 30 000
sxuBopoxaeHHbIX [1]. Tun Il (neTanbHbI)
orMeuaetcs y 1 u3 55 000 mmomos.

Kaaccugpurayua. Tvn | xapakrepusyercs
0CTEOITOPO30M, KOTOPHIi IIPUBOIUT K TIOBBI-
HMIEHHOM JIOMKOCTH KOCTeil. ¥ TAIMEeHTOB C

STUM TUIIOM 3aboJyileBaHusT oTMevaercs 50%
CHIXEHHE TIPOKOIUTAreHa.

Twvn II noapaszmensdeTcd HA TPH TPYIIIILL.
I'pyrma A oOBIMHO COTIPOBOXKAACTCS TIPEXK-
JieBpeMeHHBIMH POZIAMM; Macca U pocT HO-
BOPOXJeHHBIX HMXe 50-Tr0 nMpoueHTHA.
et rpymrisl B (peHOTHITHMYECKH CXOXH €
JIeTbMU TPYMIIbl A, HO MMEKOT MEHee BhIpa-
JXeHHBIe mposiBieHus. Coolliianock o He-
CKOJNBKMX CIy4asax BBDKMBAHWA B TeUeHHE
HECKOJIbKMX HeJIeJb, MeCALIEB U Jaxe JIeT.
YMepeHHO BoIpakeHHY0 (hopmy THa I rmpak-
THUYECKH HEeBO3MOXHO Ay pepeHIIpoBaTh C
TurioM I1I HecoBepIeHHOTO OCTeOreHe3a.
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I'pyrma C BeTpeyaeTcsi OUeHb pelKo, U BCe
JIETH 5TOI TPYIIITEI He COOTBETCTBYIOT TecTa-
1IMOHHOMY Bo3pacTty. B mutepartype He coob-
LIAJIOCH O CITyYadX BBUKMBILMX JIeTEH B TpyTI-
nie C.

Tum 111 HecoBepllleHHOTO OCTEOreHesa
OOBIYHO He JIeTaJIbHBIN M TAKXKE COYETACTCA
C TIOBBILLIEHHOI JIOMKOCTBIO KocTeil. Tum IV
HecOoBepLIeHHOT 0 OcTeoreHesa sBJseTcs
Haubonee Jierkoii ¢popmoii 3aboneBaHud. ¥
OONBHBIX MPH TIEPBOM THUTIE HECOBEPIIIEHHO-
TO OCTeoTeHesa oTMedaeTcsi roNyooBaTast OK-
packa ckiep, KoTopasi ToYTH He BCTpeuaeTcsi
1ipu turie IV [2].

Ocnoenoie npunyunst duaznocmuxu. B ciy-
YagxX HeCOBEPILIEHHOTO OCTeOreHe3a BhIpa-
KEHHOCTh 3X0orpadguuecKux IMpU3HAKOB 3a-
BHUCHUT OT CTEeINeHH TSKeCTH 3a00JieBaHus.
Twur I MoXeT 4eTKO He TPOsBIIATECH B TIpe-
HatanbHOM niepyone. [1pu tune 111 3amepx-
Ka BHYTPHYTPOOHOTO pa3sBUTHS OTMEUAeTCs
y 7—10% monoB. HauGonee BhIpaxkeHHbIE
MNposBiIeHUs oTMeyaroTes npu Turte 11 Heco-
BepILEHHOro ocTeoreHes3a: KOHeYHOCTH KO-
potkue (puc. 6.6), yrosieHHble U AedopMu-
POBaHHBIE M3-3a MHOXeCTBEHHBIX TIepeo-
MOB; CBOJI Yeperia TOHKHIA U MOXeT MeHSIThb
CBOIO (POPMY IPU HAIABTMBAHUU YIIHTPA3BY-
KOBBIM TpaHcaBIocepoM (puc. 6.7); TpyaHag
KJIeTKa KOPOTKasl; MHOXeCTBeHHbIE Ieperio-
MEI pebep [3—7].

Ecmecmeennoe meuenue. TTpuGIU3uTe b~
HO 20% T1710/I0B ¢ HeCOBepIlIeHHBIM OCTeoTe-
He3zoM Il Tma poxxaaroTcsi MepTBBIMM, ApPY-
rMe YMUpAIOT B TeYeHHe HECKOJIbKUX YacoB
win aHei; 90% meteit yMupaeT He JOXKHB 10
MEeCSTIHOTO BO3pacTa.

Tunel I 1 I coBMECTHMBI € XKM3HBIO, XOTS
y GOJTBHEBIX MOTYT Pa3BUTLCSI BEIpasKeHHEIE OC-
JIOXKHEeHM, CBI3aHHbIE C MHOXeCTBEHHbIMIA
MOBTOPHBIMU IepesIoMAMH 1 Jie(POPMALIMAMU.
Haubonee mporHoCTHYeCKN OnMarormpusTeH
Tun [V, mpu KoTopoM TiepesioMbl 1 Aedopma-
(MY BCTPEUAIOTCS peKo.

llpenamaavnas maxmuka. B cnydasx, Kor-
J1a TIPEHATAITBHO 3aM0/I03peH HeCOBEPILIEHHBII
OCTeOreHe3, TI0KAa3aHbl MOBTOPHbIE HCCIIEO-
BaHWA [T YCTAHOBIEHHWS TOYHOTO MMArHO3a.
OOBIYHO TTPH YIETPA3BYKOBOM MCCIeHOBAHMNA
rofa ooHapyxuBaetcs I1 Tv HecoBepIeH-
HOTO OCTeoreHesa, TP KOTOPOM CIIEJIYET pe-
KOMEHA0BATh MpephiBaHie OepeMeHHOCTH.
IIpeHaTANMBHBIH AUATHO3 MOXeT OBITh YCTa-
HOBJIEH C HAYala BTOpOro Tpumectpa Gepe-
MeHHoCTH |7]. Coolb1anock, 4To BU3yaIM3a-
LM HOPMATBHOM aHATOMHH TU1ona B 17—20
HeJI TTO3BOJIsIe T UCKTIOUNTH HeCOBE PILIEHHBIT
octeoreHes Il Tuna y maomoB BLICOKOTO PHC-
Ka. [ Ipy1 oOHapykeHHHW HOBBIX cJTyvaeB 3ab0-
JIeBaHUA BaXXKHOE TIPAKTUUECKOE 3HAUEHUE
JUTSI TeHeTHYeCKOT O KOHCYJIETUPOBAHHA UMe-
eT H2yUueHHe KojtareHa (pudpobnacTon.

Puc. 6.6. DxorpamMma KoCcTeil HIDKHEH KOHEIHOCTH I1JI0-
Jia ¢ HecoBepIeHHbIM octeoreresom IT tima B 16 men
GepeMenHocTH. 1 - GefpeHHas KOCTh, 2 — KOCTH TO-
JICHH.

Puc. 6.7. MeMOpano3HBIH Yepell IUIOa ¢ HECOBEPIICH-
HbIM ocTeoreHesoM 11 tuna B 24 wepr. Bumsa nedropma-
LHs KocTel cBofla Jepelia IpH HATABIIHBAHAH YIIETPa-
3BYKOBBIM TPaHCIBIOCEPOM,
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lTenemuueckoe rkoncyavmupoeanue. Tun 1
HECOBEPILIEHHOIO OCTeoreHe3a HaCelyeTcsa
0 ayTOCOMHO-AOMHHAHTHOMY THITY. [lepe-
JIOMBI IUTMHHEIX TPYOUATEIX KOCTEI HAOMO-
JaloTcsl MpUOIU3UTeNBHO Y 90% TNaiieHTOR
U ronyosle ckiepbl — Yy 100% . Puck rmoptope-
HUd s OoNbLIMHCTBA chydaen Il Turna He-
COBEPILIEHHOI0 OCTEOTeHe3a COCTARIISIET OKO-
no 6%. B GonbimHCeTBe ciaydaeB 31a GopMa
3a00J1eBaHKs OBIBACT Pe3yJIETATOM CIIOpaIH-
YeCcKOM MyTallMH ayToCOMHO-JIOMUHAHTHO-
ro reHa, XOTs BO3MOXeH ayTOCOMHO-pelec-
CHMBHBIN THII HacneaoBaHus s rpyrin Bu C.
I'Tpwu 11 TrrTe yarme Bcero oOTMedeH ayrocoM-
HO-JOMHMHAHTHBIN THUIT HACJIEIOBAHHA, XOTA
penKo MOXeT HabJIIIaThCs ayTOCOMHO-pe-
LIeCCHBHBII BApUaHT. THUIT HAcIeqOBaHUS
npu IV Tune — ayrocOMHO-AOMMHAHTHBI.
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V. 17. P. 703—-722.

5. Munoz C.,Filly R.A., Golbus M.S, Osteo-
genesis imperfecta type IlI. prenatal
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174. P. 181 -185.
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TAHATOP®OPMHASA JUCILUIA3ZUA

Onpedeaenue. TanatoopMHag IUCTTIAZHA
OTHOCHTCH K JIETATBHBIM CKeJIETHBIM JIUCTT/IA-
3UAM M XapaKTepHu3yeTcss MUKPOMETHe, y3-
KO IpYTHOM KJIeTKOM M BBICTYTIAKOIITAM JIOOM.

Yacmoma. TanaTtodopMHasg QUcIUIa3ug
SIBJIsIeTCS OMHOMN M3 HauboJiee YacThiX (hopM
OCTEOXOHAPOAMCIUIA3MIA M BCTpeYaeTCs IpH-
MepHo B 0.4 cmyyaes Ha 10 000 poros.

Ocroervte npunyunot ouaznocmuru. TaHa-
TopopMHAasi AUCTLIA3US MOXKeT ObITh JUATHO-
CTHPOBAHA W 3aIIO03PEHA VKe B HAYANE
BTOpOro TpuMecTpa bepemeHHOCTH [1]. Oc-
HOBHBIMH TTpeHATAIBHEIMU 5X0TpahyecK-
MM ITPH3HAKAMY TAHATO(POPMHOM AUCTLIA3UN
SIBISIIOTCH 3HAYUTENBHOE YKOPOUEHME KOHEY-
HOCTEN ¥ MAJIEHBKHE Pa3MEPERI IPYIHOIM KITeT-
KU1 aHoMastbHOM ¢opMel |2, 3] (puc. 6.8, 6.9).
Pasmepbl TOJIOBKU 171012 OOBIMHO YBeJIMUeHbl,
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(poHTATBHBIE LIBEI PACIIIMPEHB, HEPEIKO OT-
MevaeTcs ruapouedamda [4]. Takke Moryr
OBITE OOHAPYKEHBI BPOXKICHHBIC ITOPOKUA Cep-
Jua. YacTo BRISIBISIETCSI MHOTOBOMIME.

Ilpenamaarvnaa maxmura. [lpyu obHapy-
JKeHWH TaHaTo(hOPMHOM TUCIUIA3HUU CIeLy-
€T PeKOMEHI0BATh [TpephIBaHUe OepeMeHHO-
cti. MHoroBoaue, yacto HabmonaeMoe Tpr
TaHATOHOPMHOM JTUCIIa3HU, MOXeT OBITh
TNPHYMHOI ITpeskieBpeMeHHBIX ponoB. Pomo-
paspeliieHHe HeOOXOOHUMO TPOBOOUTE Yepes
€CTeCTBEHHBIE PONOBLIE ITYTH.

Tenemuueckoe Korcyavimuposanue u npoeros.
OTBeTCTBeHHOM 3a (PEHOTHUITMUECKHE ITPOSIBIIe-
HUS TAHATOOPMHOI JUCTIIAZMH IBIIETCS
MyTalus peternropa 3 ¢axropa pudpodmact-
HOI'O pocTa, KOTOPbI ObLTOOHAPYXKEH B KOPOT-
KOM IJIeye yeTBepToi XxpoMocOMBEL. THITHACTTe-




OHOPHO-/BHIATEABHEIF AIITIAPAT

Puc. 6.8. OxorpaMMa car#TTalIbHOTO CEUSHHS TUIONA TIPH
TaHaTopopMHoi THerasan. Henons3osaHo ¢ paspertie-
HHSIL.

JIOBAHHSA TP TAHATO(POPMHOM JMCTIIAZHN — AYTO-
COMHO-JIOMMHAHTHBIH W TTOYTH BCETIA OTMEUAET-
CsTKaK Hopast MyTativ [S]. Coobinanock 06 oueHs
PEIKMX CITYJastX TIOBTOPEHMS TTOPOKA.

Heonamaawsnonii ucxod. TanaropopmHag
JIACTUIASKA TPATUIIMOHHO OINMCHIBAETCS B JIM-
Tepatype Kak JjetambHas. HoropoxneHHbIe ¢
STHM TIOPOKOM BCETIa yMHUPAIOT B MepBble M-
HYTBI WIH IIHA XXMU3HHA OOBIMHO OT AbIXaTeIbHOM
HeZoCTATOYHOCTH. OIHAKO OIMUCAHBI CITyyan
JUTATESTBHOTO BbIKUBAHUS (9 JieT) Ipy MHTeH-
CHBHOM JIeUeHHUU.Y MaineHTOB OTMEYaIoch
BBIPAXKEHHOE OTCTABAHHE pOCTa CKeJleTa H M-
CTBEHHOro pasBurud. OHU TpeOOBATA MHOT0O-
KPAaTHOM TOCTTUTAIM3ALIMM 7T KICKYCCTBEHHOM
BEeHTWISLIWK JIeTKUX. PoauTenn A0mKHbBI ObITH
WH(POMHPOBAHBI, YTO JaXe B CITyYasxX BHIKHU-
BaHH4 JeTei, OTIaleHHbII IMPOTrHO3 TIOXOI.

Pue, 6.9. IlpomonsHoe ckaHHpoBaHAE TYJICBHINA TLIONA
npu TaHarodopMHoil muicruazad. Ha ¢oHe MHOTOBOIIS
OTYETIIMBO BHIHBL MAJIEHBKHE Pa3sMephl IPYIHOI KieT-
K} aHOMAIBHOH (hOpMBL.
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KAMITOME/IMYECKAA TUCILTA3NA

Onpedesenue. KamMrioMenuueckas JUCTIIA-
3US OTHOCHTCH K TPYIITIe OCTEOXOHIPOIMCTIIA-
3Wi, KOTOpBIe OOBIYHO MPUBOAAT K TMOe BO
BHYTPUYTPOOHOM MUTH HeOHATATTEHOM IePUOMIAX.

Yacmoma. KamnoMenuueckast [UCria-
314 BeTpevaeTcss BepeHeM B 0, 16 ciyyaeB Ha
10 000 ponos.

Ocroenote npunyunot duazrocmuru. Kamv-
noMeMvecKas JUCIIa3HsI IPeHaTAIbHO AW~
ArHOCTHUPYETCS] HA OCHOBAHWUHM OOHApYXKeHHs
3aePXKKH BHYTPHYTPOOHOT'O pasBUTHS B CO-
YeTAHWU C TATOTHOMOHWNYHBIM TPU3HAKOM —
M30THYTOCTHIO KocTel rojieHH (puc. 6.10), a
vHoroa ¥ 6eipeHHBIX Koctel (puc. 6.11) [1].
I'pynHas KieTKa npu KaMIioMelIrnyecKoi
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Puc. 6.10. DxorpaMma rofieHeil 1UIo/ia IPH KaMIIOMETH-
gecKoi rucrasud. OTaeTIHBO BITHO YKOPOJeH e H He-
KPHBJIEHIe KOCTEH ToJIeHH.

JUCTUIA3UU Y3Kasl, KONOKoJIoobpa3zHasi.
HMHorpa nMarHoCTHPYIOTCS: THITOTETIOPH3M,
MHUKPOTHATHA M KOCOJAMNOCTh [2]. CoueTaH-
HBble aHOMAJTMM BKITIOYAIOT THApoLieaTHIo,
MOPOKM cepiia, rupoHedpo3, paciieTnHy
Heba [3]. B 3HAaUMTeNBHOIM YaCcTH CIIyyaeB
MpH XKeHCKOM (peHOTUTIe KAapUOTHM TLUI0AA
MYXCKOI1 |4].

Pannasnpernamarvnasa ouaznocmura. Kam-
noMenuuecKas JUCTIA3KMA HEe MOXKeT OBITh
TOYHO JTMArHOCTHMPOBAHA B MEPBOM TPHUMECT-
pe 6epeMeHHocTH. Haubonee paHHsIA MpeHa-
TaJIbHAA IMArHOCTHKA MOXKeT ObITh OCYIECTB-
JileHa ToeKO B 17—20 Hea OepeMeHHOCTH.

Ecmecmeernoe mevenue. Kak v ipyrvie cke-
JIETHBIE MUCTUIAZMH, KAMITOMEIMYecKas JIHc-
[UIA3HUSA MOXET COYETAThCs ¢ MHOTOBOIMEM,
KOTOpO€e HepeIKO COIMPOBOKIACTCST IPEeXKIEB-
PEMEHHBIMH POflaMM. Y BRIKUBIITNX JIETEH OT-
MeYaloTCH MpoOIeMBbl ¢ KOPMIIEHHEM. BhIpa-
KEHHAA 3alepKKa YMCTBEHHOI'O pasBHUTHA H
pexxe BpOXKIeHHbIE TIOPOKH Cepilia.

Ilpenamasvnas maxmuxa. ITpy obHApy-
KEHUW KaMITOMeJTHUeCKOM JUCTIIAZUM JIO
rnepuona XXHM3HECIoC obHoCTU ninopa cnepyer
peKOMeHJ0BaTh TpephiBaHKe GepeMeHHOCTH.
BnozaHKe cpoky OepeMEHHOCTH CIIEYET TIPO-
BOJMTE TUHAMKYECKOe 3X0orpachuueckoe Ha-

Puc. 6.11. Dxorpamma GeIpeHHBIX KOCTeH ILIOHA © KAM-
THoMeJHIecKoi iuciasueii. BiHo uckpusnenme Geni-
PEHHBIX KOCTEH.

OmoneHWe U UCKIOUeHUd MHorosonud. B
CIIyYasx yrpo3bl IpeXIeBpeMeHHEBIX POIOB
Ha3HaYeHUe TOKOJIHMTHKOB He oITpaBiaHo. Po-
JiopaspelieHe HeoOXOIMMO TIPOBOIUTE Uepes
€CTeCTBeHHbIE POJIOBBIE IMYTH.

Tenemusteckoe KoHcyabmMuposanue U npozHo3.
I'eH KaMITOMeJTYeCKOM AMCTLTAMM JIOKATTH3Y -
€TCA B INTHHHOM TIiede XpoMocoMBl 17 [2]. Tyt
HAaCJIeJOBAHKA ITPH KAMITOMeTMYecKol JUCTI-
JTa3MH — ayTOCOMHO-IOMWHAHTHEIH. HUKTO M3
OONBHBIX MAIMEHTOB OOLIYHO He JOXHBaeT A0
JOBEHWIBHOIO Bo3pacTa. JleTH, Kak IpaBuiio,
MOruoaloT B HEOHATATEHOM TepUoIe.
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OITYXOAHU ITINOJA

BHYTPUYEPEITHLIE OITYXOJIA

Onpedeaenue. HanboJiee yacThIMH BHYT-
PHUYEPEITHBIMU OITYyXOJISIMU SBJISIOTCS Tepa-
TOMBI. TepaToMBI OTHOCSTCSI K TEPMHUHOTEH-
HEIM OITyXOJISIM, KOTOPBIE COMEPKAT BCE TPH
HMOPHOHATBHEIX Te PMIUHOTEHHBIX CHOS KITe-
TOK: 9KTOAePMBbI, Me301epMbI M SHIOAEPMBL.

Yacmoma. TepaToMmbl SIBISIOTCS Haubo-
Jiee YACTHIMH OMYXOJISIMU TOJIOBHOTO MO3TIA,
KOTOpEI€ IMATHOCTUPYIOTCA B IpeHATAIIEBHOM
nepuozne. TepaTroMbl IOJOBHOTO MO3ra co-
CTABRIIAIOT pUOIM3UTeNEHO 26—50% OT Beex
BHYTPUUEPEITHBIX OITyXoJieil, o0HapyKHUBae-
MBIX Y HOBOPOXIEHHBIX, M 3aHUMAIOT BTOPOe
MEeCTO I10 YacToTe [TOCHe KPECTHOBO-KOIMIH-
KOBBIX TepatoM [1, 2].

Karaccughuxayua. BeiaensaioT TpM OCHOB-
HBIX THIIA BPOXIEHHBIX BHYTPHYEpPeITHbIX
TepatoM [2]: 1) TepaToMbl OOJBIIMX pazMe-
pOB, H3MeHSIOLINe AHATOMMIO TOJIOBHOTO
MO03ra; 2) TeparoMbl HeGOMbIINX pa3MepoB,
BBIZBIBaKOLIMe THapoledannlo; 3) Tepa-
TOMBI, PacrpocTpaHAIOIIHecd HA OpOUTEI
WIH LIE0.

Ocrogrvie npunyunot duazrnocmuku. [1pe-
HaTaJIbHbIA AMArHO3 BHYTpUYe peITHbIX OITy-
xXoneil 0ObIMHO He BbI3bIBaeT TpyaHocTeit. B

[TOJIOBHHE CJIyUaeB BPOXKIeHHEIE OIYXOJIH
[OJIOBHOI'O MO3Ia Ipe/icTaBlIeHbl TepaToMa-
MM, KOTOPEIE Yalllé BCEr0 MMEIOT CIIOXHOE
CTPOCHHUE C KUCTOZHBIMH IMOJIOCTAMU M y4a-
cTKaMu KameipiduKamm (puc. 7.1) [3]. Te-
paToMbl OOBIMHO CO3IAI0T SX0rpahUIecKyIo
KapTuHy o0beMHOro o0pazoBaHusd, IMPHBO-
OAT K U3MEHEHHWIO HOPMAaTbHOM BHYTPHU-
YepertHOi AHATOMKK M MOTYT BBI3bIBATH TH/1-
poleda o ¥ MHOTOBoaHe. PazMepel 1o-
JIOBBI IO 3aBHCAT OT pOCTa OITYyXOJH, KO-
TOpasi HEPEOKO MOXeT TMPHUBOIHTL K
MakpokpaHuu. Bo3HMKHOBeHWEe BOISIHKH

Puc. 7.1. llonepeunoe cedeHHe TOJIOBEI TJICNA ITPH BHYT-
pPHUEPEITHOI TepaToMe.
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rroga rpy TepaToMe vaille Bcero ObIBaeT
CB43aHO C CepACYHON HEeI0CTATOUYHOCTHIO
M3-3a BHYTPHUEPEITHOI O ApTepruoO-BeHO3HO-
ro wyHTHpoBaHuA [4].

K HAacTOsIIEMY BpEMEHH OITMCAHO OKOJIO
30 cnyvaeB rnpeHaTATBHOM AHATHOCTUKU
BHYTpPHUEPETTHBIX OTTyXoJek. AHATH3 OImy0-
JIMKOBAHHBIX HAOMIOAEHWI CBHACTETECTBYET,
4T JTI00ad BHYTpUUEPETTHAS OITYXOJTb MOXKET
UMEeTh CXOXYIO € TeparoMoi axorpadudec-
KYIO KapTHHY, BKJIIOUAasd acCTPOLIMTOMY, TJIH-
obnactomy, KpaHuohapuHIruomy, Heifpobna-
CTOMY, TAIMWLIOMY COCYIUCTOrO CIUIETeHUS
u ap. JuddepeHIMANIBHBIA JUATHO3 MEXITY
BHYTpUYeperHbIMH OITYXOJIIMH BITpeHATAb-
HOM TepuoJie HeBO3MOXeH. Tak, KpaHuoga-
pHHITMOMa B 26 HeJl OepeMeHHOCTH Oblia
MpeICTaBIeHa THITEP3XOreHHEIM 00pa3oBa-
HHEM, UTO Yallle Bcero ObIBAeT IpU TEpaTOME.
ITpu natosoroaHaTOMMYECKOM MCCenoBa-
HUM OBLIO OTMEUYEHO BbipaxkeHHoe Tudys-
HOe OOBI3BEeCTRIEHHE OITYXOJH [S].

JlokanbHble MHGDAPKTHL 1 BHYTpUYEpeITHbIe
KPOBOM3JIMSAHWUA MOIYT M3MEHITH 3XO-
rpapuuecKyio KapTiuHy onyxoid. [Ipy Hekpo-
3¢ TKaHH TOJIOBHOTO MO3Ta MOXET pa3BUBATHCS
runpoansHuedams [6]. B omHoM M3 HaIIMX
HabmogeHuil B 23 Hen GepeMeHHOCTU ObLIa
JIMArHOCTHPOBAHA XOPHCTOMA TPaBOro HOCOBO-
T0 X013, KOTOpasi BhI3BANIA THAPOAH3HIIe(ATHIO
(puc. 7.2). I'lpu TMCTONTOrMYeCKOM HCCIeIoBa-
HWHU XOpHCcTOMa ObLIA MpeacTapieHa (pudpos-
HOM TKAHBIO ¢ BEKTIOUYeHHSIMH YUYACTKOB aTOITH-
YECKOI1 BIIeHIUMOMBL

WERSURE
PAGE 1

Pannaa npenamaavnas ouaznocmura. B
OoNBIIMHCTBE CIyYaeB BHYTpHUYepernHbIe
OMYXOJIN JUATHOCTUPYIOTCSI B KOHIIE BTOPO-
ro W HavyaJle TpeThero TpUMecTpoB OepeMeH-
HOCTH, XOTS coo011ANOCh O IPeHATAIBHOI
IUATHOCTUKE BHYTPUUEPEITHOI TepaTOMBI
pauee 20 ven [7].

Ecmecmeennoe mevenue. TedyeHue 3aBUCUT
OT THUIIA, IOKATTH3AI[HHA U pa3sMepoB BHYTpHYe-
perHoi ornyxoJ. TepaTombl GONBLLIMX pasMe-
POB IMTOYTH BCETIA TIPUBOIAT K JIETATIEHOMY HC-
XOMy BcpemHeM yepes 21 JeHb 1mocie pomos [ 8].
Co0o01I1a710Ch TONBKO O TPeX BELKUBIIIX ICTSIX:
JIBOE — C BbIpaXXeHHBIMU HAPYIIEHUSIMHA MH-
TeJUIeKTYalIbHOIO pasBUTHS U OIUH — C HApYy-
1IIeHreM pa3BuTHsI peud |8, 9]. Posiopasperire-
HUe ITyTeM OITepaliiy KecapeBa CeueH1s U3-3a
MAaKpOKpaHWH HeOIIPABIAHHO, TAK KaK HEOHA-
TATbHAsI CMEPTHOCTD YUPe3BhIYAiiHO BEICOKA. B
STHUX CITy4Yasx 71T pofdopa3pellieH s Yepes ec-
TeCTBEHHBIE POJOBLIE ITYTH MPH HATUIMH KH-
CTO3HOTO KOMIIOHEHTA OITYXOJIH ITOCTIe TpeHa-
TATBHOTO KOHCYIBTUPOBAHUS MOXET OBITh
TIpOBeJIeH LiedhanorieHTes [7].

Hpenarnasonas maxmura. [ 1py BRISIBIeHHA
BHYTpPUUEPETTHOM OITyXOJIU [0 HACTYILIEHUSI
rnepuoaa XH3HeCITocOOHOCTH IUTOIa B XOHIe
[PEHATAIEHOTO KOHCYJIBTUPOBAHNS POJUTe -
JISIM CJTefiyeT TIpeiJIOKUTh TTpephiBaHKe Oepe-
MeHHOCTH. EciM JIMarHo3 ycTaHOBJeH Ioche
3TOr0 CPOKa, TO HeOOXOMMMO ITPOBeIeHIe JTH-
HAMITUeCKOT0 3X0rpacdhuuecKoro HaGmomeH s

Puc. 7.2. Bepementocts 23 Her. XopuetoMa. Crpenkoit ykasaHa onyxoib (a). 1 — ranpoarsHitedanist (6).
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OIYXOAH 1HA04A

34 pa3MepaMH TroJIOBBI MUIONA 14 BEIGOpA OI1-
TUMAJIBHBIX CPOKOB ponopasperueHud. s
obcyKaeH1s JaabHeMIlero MporHo3a cleayeT

PEKOMEeHIOBaTh KOHCYIBTALIMIO HelipoXupypra.
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OI1YXOJI1 JIMLIA 1 LLIEN

Onpedeaenue. Cpeiy onyxouieil Tuua v iemn
HauboJIee YacTo OTMEUAKOTCSI TEPATOMEI 1 Te-
MaHrHoMbl |1, 2]. TepaToMmsbl (3a HCKITIOUEHH-
€M STIHTHATYCA) MOTYT PACTIONIATATLECS HA JIO-
OO YacTH TIOBEPXHOCTH JIHLIA M YaCTO cove-
TAIOTCH C TepPaTOMAMM JAPYIUX JIOKATU3ALHIA.
DIMUTHATYC MpEACTABIACT CO00M TepaToOMy,
PA3BUBAIOIIYIOCS M3 TIOJIOCTH PTa M HOCOTJIOT-
KH. TepaToMbl HOCOTJIOTKH Yallle BCTpevaroT-
C4l Y TUIOJIOB KEHCKOTO TM10J1a, JIOKAJIM3YIOTCH
1o GOKOBOI CTEHKE HOCO- W POTOTJIOTKU
(73%), mpenMyliIeCTBEHHO CJIeBa, 10 3aTHEeH
TIOBepXHOCTH MsITKOTO Heba (15,4%) u B 00-
JlacTh KopH4 sizbika (11,6%) [3]. I'emanrvo-
MBI OTHOCSATCSH K JOOPOKAUeCTBEHHBIM COCY-
JUCTBIM OITyXoJisiM. OOBIMHO B ITATONOTUYEC-
KWHii TIpoliecc BOBIEKAIOTCS KOXa U TTOAKOXK-
Hble TKaHH, peXe — pasIM4yHble BHYTpeHHHe
oprassl. Jlo 75% reMaHruoM OTMeYaloTCH
y3Ke TIpY pOKIIEHW M Yallle BCero JIOKAIU3y-
IOTCS HA MOBEPXHOCTH TOJIOBBI M JTH1IA [4].

Yacmoma. TouHast 4acTOTA TEPATOM M TeM-
AHTVOM JTMIIA M 1IeH Her3BecTHA. K HacTosie-

MY BpeMeHH cooOLeHo bosee yeM o 150 crnyya-
AX TEPATOMBI MHLA M LIeiTHOI 00MACTH, HO TAK-
ke KAK M IPH reMaHTHoMax, 10 90% 3mix oryxo-
JIel MAATHOCTUPYETCS TOJIBKO TIOCTe POIOB.

Ocnoervte npunyunst duacrocmurcu. [TpeHa-
TaJIbHBIN IMATHO3 Te pATOM JIMLA U LIIEU OCHO-
BbIBaeTCsl Ha 00HApPYKeHHM B X 001acTH 00-
pa3’0BaHHIA COMMIHOTO HITH KMCTO3HO-COJTAI-
Horo cTpoeHHd (pHc. 7.3) [5—7]. B Habmone-
HUU, ripejactapieHHoM JI.T'. bByprnenko [8],
OBLIIA IMATHOCTHPOBAHA TEPATOMA JTUI[A O0IThb-
X pasmepoB. OIyxoib HCXOAWIA M3 JIEBOI
BUCOYHOIM 0bnacT¥ U viMena guametp Gonee
12 cM (puc. 7.4). OmHUM M3 clTyyaeB HaHOO-
Jiee paHHel MpeHaTATBHOIM AHATHOCTHKY Te-
paToMBbl JIMLA SABIAETCH HAGMIONEHHE, B KO-
TOPOM TepaToOMa HOCOBOIA Te peroponKH nua-
meTpoM 2,5 cM Ob1a oOHapyxeHa B 20 Het [ S].

DIUrHaTyC NMpyu yNnbTpa3BYKOBOM HCCIIe-
JIOBAaHWM TUIOJA OTpefensieTcs Kak obpaszo-
BaHWe, UCXOJSIIEee U3 ITOJIOCTH pTa. OIyXodb
NpeuMYILIeCTBEHHO IpeAcTaBiieHa COUI-
HBIM KOMITOHEHTOM, HO MOIYT BH3yanu3n-
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Puc. 7.3. Hleitnas TeparoMa commHoTo (a) 1 KHeTo3Ho-colimiHoro (0) crpoenns. 1 — rofiopa iona; 2 — TeparoMa;
3 — IpyIHast KJeTKa Iioja.

Puc. 7.4. Tepartoma mmia: a - sxorpaMma B 30 Hel GepeMeHHOCTH; 6 — HOBOPOXIEHHEIL 1 — TepatoMa; 2 — ToJlo-
Ba IUIONIA.

Pic. 7.5. DxorpaMMa NonepeyHoro ceucH s aIHrHaryca (a) 1 hexorumn moma (6).

pOBaTLCH KMCTO3HbBIE BKIOYeHWd W yyacTkd  B.b. Lxait u A.A. Mopo3sosa [9] aarHocTi-
Kanbuuukanuu |1, 9—11]. SmurHatyc posamm B 32 Hea 6epeMeHHOCTH ONUH W3
0OBIYHO COTIPOBOXIAETCS MHOTOBOOMEM. CAMBIX KPYITHBIX 3TTHUTHATYCOB, OMMCAHHEIX
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B JMTepatype. Ero pasMepbl cOCTABMIIM
130x86x 128 MM (pHc. 7.5).

[TorepxHOCTHBIE FeMAHTOMBI 0OHAPYKIBA-
FOTCH TIPeMMYILECTBEHHO B KOHLIE BTOPOTO U B
TpeTheM TpuMecTpe OepemMeHHOCTH. OnyOnuiKo-
BaHHBIE K HACTOSIIIIEMY BpeMeHH CITyJau TpeHa-
TANBHONH JUATHOCTUKH TTOBEPXHOCTHBIX TEMAH-
THOM JIMLIA U I1IeU TTPeCTARMEHBI B Tabmiie 7. 1.

KoskHbIe reMaHTMOMBI IIPH YIIBTPA3BYKO-
BOM HICCJIEJIOBAHWH TUTOAA OOHAPYKUBAIOTCH
B BHJIE ITOBEPXHOCTHOIO 3XOTeHHOTo 00pa3o-
BaHW4 ¢/6e3 rurnosxoreHHsIX 30H. [Tpu gorn-
ruepsxorpaguy B reMaHruoMax oObIMHO pe-
TUCTPUPYeTCS HU3KOPe3UCTEHTHBIM BHYTPH-
OMyXOJIeBbIH KPOBOTOK. CIelyeT OTMETHTD,
YTO LIBETOBOE JOMTUIEPOBCKOE KAPTUPOBAHIE
TIO3BOJISIeT CYIIECTBEHHO TIOBBICUTH HATEX-
HOCTH MAeHTU(UMKALIUK TeMaHTHOM. Tak,
€CJTA TIPH KCTIONb30BAHWH LIBETOBOTO JOT-
TUIEPOBCKOTO KAPTUPOBAHMS JUATHO3 TIOBEP-
XHOCTHBIX T€MaHIMOM B KOHLIE BTOPOIO M B
TpeTbeM TpuMecTpax OepeMeHHOCTH OKa3al-
¢ TouyHbBIM B 100% ciyvaes, To Oe3 Hero —
TOJIBKO B 28,6% HabmongeHuWi [2]. OpHako B
cepelHe BTOPOro TpuMecTpa GepeMeHHOC-
TH TpH HeOONBLIMX pasMepax reMaHrMOMbl
HE BO BCEX TeMaHTHOMAaX YIAeTCs OLIEHUTH
0COBEHHOCTH BaCKYJISIpH3alin (prc. 7.6).

Tabnuua 7.1. CymmvapHble gaHHbIe nvTepaTyphl

Puc. 7.6. Bepemennoctn 23 nep. IopepxHocTHasg reMan-
THOMA YKA3aHa CTpelikoil. B pexuMe sHepreTmaeckoro
JIOTIIJIEPA HE TPEICTABIISCTCH BO3BMOKHBIM OICHUTH
0cOOEHHOCTH BAaCKYIBIPH3aITHH.

IHpoenos u npenamatvnas maxmura. Tak-
THKa U TIPOTHO3 TIPH TEPATOMAX JIN1IA 3ABUCST
OT TUIA, TOKAJM3AIIMK W pa3sMepOoB OITyXOJIH.
[MpyUHLMTIMATEHO BAXHBIM SIBIISIETCS] yTOUHE -
HHe, HACKOJTBKO 3T0 BO3MOXHO, CTeNeHH BOB-
JIeYeHHOCTH JIMIIEBBIX CTPYKTYP B MATONOTH-
YeCKUH MpoLiece M HATMYKA COMeTAHHBIX AHO-
Maid. Iexoibl NMpH TALEBBIX TepATOMaXx Ba-
PBUPYIOT OT MEPTBOPOXKIEHMS 10 YCITELTHOTO
XUPYPrUYECKOro JieueHU ¢ OJ1arorpyATHBIM
TIPOrHO30M, HO B OOJBLIMHCTRE CIyYaeR OT-

O NpeHaTantHON OWarHOCTUKE NOBERPXHOCTHEIX FEMaHMOM NnLAa K LIEN

Cpok
ABTOPbI GepemeH- JaHHble lNepwuHaTanbHbie
HOGTU, Henl aIxorpadprn NCXOAk!

ML GriFy MHOKECTBEHHLIE KMCTO3HEIE 0OpasoBaHng e
pi . 1985 [12] 23 B 00M1aCTH LWew, BepXHX KOHEeYHOCTel ﬁepep gl

i W rpYOHOI KNETKW; aCLMT, MHOTOBOOVIE ML
I. Meizner n JWMLEeBOe conUMoHOe 0GpasoBaHue,
coaer., 1985 [13] H2 paamepam 6 X 6 X 5 cm; MHOroBoave MERTBE R ALHIE
R. Pennel, OKONOYLLIHOE MANepaxoreHHoe
0. Baltarowich, 30 06pazoBaHVie ¢ NMNO3XoreHHLIMIA BnaronpusTHLIN
1986 [14] BKJIIOHEHMSIMY, AnamveTpom 3,5 v
D. Lasser n o5 conupHoe obpasoeaHve ¢ KMGTOZHBIMIA ymep B Boapacte 10 gHeid
coaer., 1988 [15] BKNKOYEHWSIMI B NOGHO-BUCOYHOR oBnacTtu nocne onepawmm
D. Bulas n 30 MANEP3XOTEHHOE 3aTEINOYHOE 6NaronNpyATHLIA, ONEpUpo-
coaeT., 1992 [16] oBpazoBaHe, paamepam 3x2x 1,6 cm BaH B BO3pacTe 3 MeECHLIER
T. Shibb 1 06pazoBaHe CMELLaHHON CTRYKTYPLI
oé)asrppi 995 [5] 19 nepenHeil BUCOYHON 0BnacTu, GnaronpuaTHLIN

- ovameTpom 2,4 cm
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MeUeHb! HeOarornpuATHeIe UCXOMBL. Tepato-
MBI OOJIbIIMX pPa3MepoB, 3aTparvBaloLre
SKU3HEHHO BAXKHBIE CTPYKTYPBI M COUeTAIOII -
ecsl ¢ IpYTMMH aHOMAaIUsIMU, TIOUTH BCeraa
NPHUBOIAT K JeTalbHOMY Hcxony. B cimydasnx
SIMHTHATYCA TAKKE B OONBIIMHCTBE HabJIo/e-
HUI OTMEYAOTCS JIETAJIBHBIE MCXOMBL.
YactoTa MepTBOpOXAESHUS TIPU TepaToMe
1IeitHoil obnacTH cocTaBisieT okono 20%.
CMepTHOCTB Cpe/iv HEOTe pUPOBAHHBIX HOBO-
POXKIEHHBIX HaxoauTes B npenesiax 80%. Oc-
HOBHOM TNPHUYNHON CMEPTHU MBIIeTCH 00-
CTPYKIIMS BEPXHUX JIBIXaTeJIbHBIX ITyTei. Ore-
PALMOHHAY CMEPTHOCTE BAPEHpPYeT B Ipejie-
n1ax 10—15%. PeltiauBOB IocTe OTepaTUBHO-
TO JIeUeHHUs, KAK TPABUIIO, HE OTMEUAETCS.
BonbiMHCTBO MOBEPXHOCTHBIX TEMAHTHOM
HeOOoJBIIMX pA3MEPOB HE MMeeT KIIMHUYeCKO-
IO 3HAYEHUA U CTIOHTAHHO HCY€e3aeT B MJIAJIeH-
YECKOM BO3pacTe, HO GONBIIME reMaHTHOMBI
MOTYT BBI3BIBATE CEPHE3HBIE OCTOXHEHMSL.
[1pu BBISIBIEHUM Y TITONA JTO TEPHOJIA JKI3-
HECTIOCOOHOCTH OITYXOMeH JTHIA U LIer 0oJTb-
LIIMX pa3MepoB, 3aTparMBaoOIIMX KU3HEHHO
BAXXHBIE CTPYKTYPEI M COUETAKOLIUXCS C JAPYTHA-
MW AHOMATTUAMU, C POIUTEIISIMH CIIeTyeT 06—
CYIUTB BOTIPOC O TIpepbIBAHIH OepeMeHHOCTH.
Ecim [uarHos ycTaHOBIEH T10CHe 3TOro Cpo-
Ka HeoOXOIMMO TpOBeJIeHIe JIMHAMHUYECKO-
ro sxorpaguueckoro HabmogeHus. Pogopas-
pellieHHe CleyeT OCYIIeCTBIATE B TIepUHA-
TAIBHBIX LIEHTPAX, /16 HOBOPOXIEHHOMY TpH
HeOOXOIMMOCTH MOXKET OBITh Cpa3y OKasaHa
BBICOKOKBATU(QHUIIMPOBAHHAS TTIOMOILIb.
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KHUCTO3HAA TMTPOMA

Onpedenenue. KIIcTO3HASA TUTPOMA SIBTISI-
€TCS BPOXKIEHHEBIM TTOPOKOM NTUM(paTIIeC-
KOH cucTeMbl. OOBIMHO OHA OBIBAET IIpei-
CcTaBleHa OOMHOYHBIMH I MHOXEeCTBEeH-
HBIMH KMCTO3HBIMH 00pa30BaHHAMM MATKHUX
TKaHeH weiHoi obnacTu.

Yacmoma. KMcTO3HEBIE TUTPOMBI OOHAPY-
xupBarored y 1 u3 200 crioHTaHHBIX adopTy-
COB, KOITYMKO-TEMEHHOM pasMep KOTOPBIX
cocTapiger bonee 3 cM [1].

Ocroenvte npuryunoi duazrocmuru. Kuc-
TO3Hasi THTPOMA yYalile Bcero ObIBaeT MHOTO-

Puc. 7.7. Honepeanoe cedeHie rojiops! 1iona. Kiceros-
Hast THTPOMA YKA3AHA CTPEJTKAMIH.

5 0OM & 0
PHR- 100

KaMepHOI, ABYCTOPOHHE W NTOKATU3YeTCH
K3a11 ¥ cOoKy ot ureu (pHc. 7.7). Hepenko B
KHCTO3HOI TUTpoMe 0OHAPYKHMBAKOTCS MHO-
XeCTBeHHBIE TOHKHE ITeperoponku. PasMepsl
TUITIOSXOT€HHBIX M aH3XOT¢HHEIX TTOJMOCTEN
BapeupyioT ot 0,5 mo 5 cM. OTIHYHTeNBHOM
yepToii 0Opa30BaAHMS SBISIETCS HAMIUNE BBI-
PakeHHOI'0 Hapy:KHOIro KoHTtypa |2, 3]. He-
PEOKO MpH KUCTOZHOM TMrpoMe OTMEYAKOTCH
BOJIAHKA II0A U MHOTOBOIME (pHcC. 7.8).

Couemannvie avomarnu, B cooOIIeHNIX,
TOCBSITIEHHBIX MpeHATAIBHOIH AMArHOCTHKE
KHCTO3HOM TUTPOMEI 11IeH, TTOAYe PKUBAETCS
€e JyacToe coueTaHWe ¢ BOJSIHKON TIona
(40—100%) u BpOXAEHHBIMH ITOPOKAMHU
cepmua (0—-92%) [4].

Tenemuxa. Ilpy KUCTO3HOIM FUTPOMe YACTO
OOHAPYXKMBAKOTCH XPOMOCOMHBIE AHOMAIHMW 1
HEKOTOpPbIe CHHIPOMBI, BKJIIOUAA CHHIPOMBI
Hynana, Pobeprca i MHOXKeCTBEHHBIX JIETAJTb-
HBIX IITepUIHyMOB. KpoMe 3T0ro, B IUTepatTy-
pe coo01ANOCh O BEIABIEH WU KUCTO3HOM IMI-
POMBI IIpH axoHaporeHese Il Tvra v Tepato-
TeHHBIX BO3MEHCTBUSX, TAKUX KAK alKOTOJMb,
AMWHOINTEPUH U TPUMETAI0H.

CornacHo cyMMAapHbIM JAHHBIM JINTepaTy-
pbl, 4YACTOTa XPOMOCOMHBIX Ae(eKToB
V IUIOAOB C KUCTO3HOM TMTPOMOT 1IIer B Cpell-

Puc. 7.8. bepemennocts 19 Hen. KuctosHast TMTpoMa B cOYeTAHHH ¢ HEMMMYHHOI BOISTHKOIL ILIONA. & — IMoneped-—

HOE CeYCHHE TOJIOBEH ILTONA; o IOIEPEeYHOS CEYCHNE TYJIOBHITA IO, 1

Ma; 3 — aclMT; 4 — BRIPAKEHHEIH NOIKOKHEI OTeK.

I'OJIOBKA ILTIOIA, 2 — KHCTO3HAsI THIpO-
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HeM cocTtapiget 68%: NpH HU30JIMPOBAHHON
rurpoMe — 52%, Npy covYeTaHWH C JIPYTHUMH
anoMamusmMu —71% [4]. E.B. FOmuna [5] u G.
Azar v coaBr. [6] oGHAPYXII XPOMOCOMHBIE
HapylleH1s y 75% TUI0I0B ¢ KMCTO3HOM TUTPO-
Moit. TTpH 3TOM B IofaBAoOLIEM OOJIBLIMHCTBE
cJiyyaeB ObUT IMAr HOCTHPOBAH CUHIIpoM TepHe-
pa.

Ilpenamaavras maxmuxa u npozros. Ilpn
OOHapyXeHUH KUCTO3ZHOU IMIpOMBI ClIeayeT
OCYILLIECTBIATh TIIATeIbHOE U3yUeHUe BCeil
YIBTPAa3BYKOBOI AHATOMWM TIIOAA ISl MC-
KJIOUEeHHA coYeTaHHBIX aHOMAIUil. Y Bcex
TUIONOB TOKA3aHO BXoKapauorpadmyeckoe
HCCIefOBAHME BBUIY BBICOKOI YACTOTHI
BPOXAEHHBIX TOPOKOB cep/aiia. O6sizaTeIEHO
TaKKe IpeHaTANIbHOEe KapMOTHITHPOBAHHKE,
TaK KaK Jaxe IpH H30JHMPOBaHHOM KHC-
TO3ZHOM TMTpoMe IIeH OTMeYAEeTCH BBICOKAA
YacTOTa XPOMOCOMHEIX iepeKToB. B ciyuaax
COYEeTAHWS KMCTO3HOM T'MIPOMBI IeW C aHO-
MAJIBHBIM KapHUOTHITOM WIH JPYTUMHA AHOMA-
JIMH 000CHOBAHO MpepeIBaHKe 6GepeMeHHO-
CTH BBUY HEOIATrONpUATHOIO MPOrHO3a.

[Tpu M30MMpOBAHHBIX TUTPOMAX TIPOTHO3
o0ObryHO OnaronpuaTHei. [Ipu guHaMmgec-
KOM HaOMIOIEHUH MOXKET BRIABIATLECA perpecc
TUrpoMel. HEKOTOPBIMM aBTOpaMH [pezyiara-
€TCsl OCYLIECTRISITh BHYTPUYTPOOHOE ApeHU-
poBaHKWe OMHOCTOPOHHUX KUCTOZHBIX TUTPOM
JUTA TTpeayTIpeXX IeHHS pasBUTH BOISHKH, Je-
¢opmanmit M ocnoxkHeHWi B poagax [7]. Omxa-
KO K HACTOSIIIIEMY BpeMeHH He ObLTo or1y0omm-

KOBAHO JaHHBIX, TO3BOIAIONIMX 00BEKTUBHO
YTBEPXKIATh, UTO aCIMpaLMA MO3BOJIAET Mpe-
JIYTIPEXIAaTh 3T OCNOXHEHUS. ACIIMPALIHIO
MOXHO PEKOMEHZIOBATh TOJIBKO B OTAETbHBIX
CIIYYasIX TocJie BHYTPUYTPOOHOM rOenn Turo-
Jia Juts obecrieyeHUs pollopaspellieHIs yepes
€CTeCTBEHHBIE POIOBBIE ITYTH.
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OITYXOJIU CEPALIA

Onpedeaenue. OTIyXoNIN cepilia y Iioga
npeuMyllecTBeHHO OBIBaIOT AoOpokayve-
CTBEHHBIMH H JIOKA/TU3YIOTCH B CTEHKAX Cep-
JIIAa, BHYTPH CEpPHeYHBIX KaMep WM COeH-
HEeHBI ¢ HUMM, pacrionarasich CHAPYXHU B Tie-
PUKapAHATBHOM TMOJIOCTH.

Yacmoma. Tlpu sxokapauorpacgpuyec-
KOM HCCIIeIOBAHMU TLI0A CPeIy BCEX BhI-
SIBJISIEMBIX [TOPOKOB OITYXONW 3aHHMAIOT
0,14% [1].
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Kaaccupurayusa. B npeHatanbHOM Oepu-
ofle ¥ B MIIaJeHuYecKOM Bo3pacTe Hauboree
YyacToll OIYyXOJIbIO CepLia ABIAeTcs padmo-
muoma [ 1]. CornacHo pesyibTaTaM Haubo k-
1Ieit cepyd HAOMoAeHMid, paboOMHOMBI CO-
cTaBmsiioT mo 89% ot Beex omyxoneii [ 1]. Pexe
BCTpeYaloTCsl TepaToMbl, (PHOPOMBI, Me30Te-
JIMOMBI M TeMaHTUOMBI.

Ocnosrvte npunyunot uaznocmuxu. B moc-
JieIHYe TObI OBLTO OMYOIMKOBAHO JI0CTATOY-
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Puc. 7.9. PaGnomiroMa GONBIIHX pasMEPOB B JIEBOM XKEIYIOYKe cepIilia IUiofa (cTpeska). a — HoTepedHoe CKAaHHpo-

BaHHC, 6 — TMPpOICIEHOE CKAHHPOBAHHE.

HO 00JIbIlIOe KOMMYeCTBO HAOMIOAeHMI TIpe-
HaTAIBLHOM JUarHOCTHKH OITyXOJeil cepiia,
BKIIOUasg pabnoMuomy |2—19], mHTpanepu-
KapavaaeHyro TepatoMy [20—29], ¢pudpomy
|30, 31|, muxcomy |32, 33| M UHTpaneprKap-
JUANTBHYIO TepaTobnactomy [34].

Xot4 pabioMHOMA MOXET UMETh pas3iiiy-
HYIO JIOKAIU3aLMIO, Yyallle OHAa MCXOMUT U3
MEKKeTyIOUKOBOM Meperopoaku U Kemy-
JIOYKOB, TIPOSIBIISISICH KakK oOpa3oBaHue Ofl-
HOPOOHOM CTPYKTYPBL IOBBHIILIEHHOM 3X0-
reHHocT (puc. 7.9, 7.10). dna pabaoMuo-
Mbl B OoNbIIMHCTBe ciydaeB (90%) xapak-
TEPHO HATH4Yle HECKOJIBKUX OMNYXOJEBBIX
Y3JIOB, pACIONATAIOIIMXCS B pa3HbIX TI0JIOC-
T4X cepaua. Hepeaxko paGmomMuoma corpo-
BOXIaeTcsd HEMMMYHHOM BOISHKOM IUTONA €
HaIWM4ueM THIporepuKapaa ¥ riapoTopaK-
ca, Tak Kak (PyHKLMS cepilia rioaa mpu
3TOM HapyllIaeTCsl BBHIY BBI3bIBAEMBIX TeMO-
JIMHAMUYeCKUX HapyleHuid. JAuarnos pad-
JOMHUOMBI JTIOJKEH OBITH 3aIl0JI03peH TIpH
HaJIMYWH YKa3aHWUI B CEMEMHOM aHAMHE3E
Ha TyOepo3HbIi cKiiepos [11].

TeparoMbl MOT'YT OBITE MFHTPA- W BKCTpare-
PUKapIUaIbHbIMI. Yallle BCEro oHH UMEKT
XapaKTepHOE CIIOKHOE CTPOeHME, IMpeAcTaB-
JICHHO® KaK COJNHIHBIM, TAK H KHUCTO3HBEIM
KOMITOHEHTAMM, MHOIJA C YYACTKAMM KAJIBLI-
¢dukanmm [35]. OOBIYHO IMpH TeparoMe ceplli-
11a OOHAPYKUBAeTCS [MepUKAPIMANIBHBIN Bbl-
noT. BeisiBNeHNe NepUKapIHATEHOTO BBIMOTA
SIBJISIETCSI JIOCTATOUHO HAJIEKHBIM TTPU3HAKOM

Puc. 7.10. UetnipexxaMepHulii cpes cepnuatiiona. Muo-
JKeCTBeHHas pabIoMHUoMa (CTpPeJIKi).

WHTpAarepruKapaualbHOTO PACIIONOXECHUS
omyxomi. [lepukapauanbHBIN BBITIOT TIPH Te-
paToMe Cepiia He cleayeT pacLieHMBaTh Kak
HAIeXHbI MPOrHOCTUYECKHH TIPU3HAK He-
ONMArorprsITHOTO NMEPHHATAITBHOTO UCXOJIA, TAK
KaK TOJIBKO Pa3BMTHE BOMSHKH IUIOLA MOXKET
MPUBOIMTE K BHYTPUYTpOOHOM THOenH [27].
®DudpoMbl 00BIYHO UMEKOT TOMOTEHHOe
TUTePIXOreHHOe CTPOeHME, aHATOTHUYHOe
pabmoMuoMe, HO MOXKeT OTMeYaThCsl COJK-
TapHOe CTpOeHHe OIlyXoleBoro ysmua [35].
B roctHatansHOM nepuone B pudpome Mo-
ryT OOHAPYKUBATECHA YUACTKH KATBLI(HKALIMA
M KMCTO3HOM gereHepauuu | 1]. Omniunre/IsHO
0COOEHHOCTHIO (PHOPOME] OT PabIOMHOMEI SIB-
JISeTCH TO, UTO OHA YAIIIE BCETO JIOKAMM3YETCH B
CTeHKe JieBoro xenynouka [30, 31] m npepctas-
JIeHA He HeCKOJIBKMMM OITYXOJIeBBIMM Y3IIAMH, 4
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omHuM. [Tpu pUdpoMe HepeIKO HAbMIONAKOTCS
APUTMMH M BHYTPHYTPOOHAS THOE b,
T'emanrmomMsl BCTPEYAKOTCH 3HAYHMTENIBHO
pexe, yeM TepaToMbl U (pHUOpPOMBI, M OIKUCA-
HBI KaK BHYTpMIIpeicepaHoe obpa3oBaHue
y roga ¢ HEeMMMYHHOM BOJIHKOI [1].
OnyxoJib cepaua y rioga cieayet audg-
(hepeHLIMpOBaTh OT TMITEP3XOTeHHOTO BKITHO-
YyeHHd HeOOoNbIINX pasMepoB, 00BIYHO JTO-
KATM3YIOLLEerocsl B MOIOCTH JIEBOTO KeJTy104-
Ka. DTOT aKyCTUYeCKMi (hpeHOMEH He OTHO-
CHUTCH K BpOXKICHHBIM TIMOPOKAaM CEPICYHO-
COCYIHJCTOﬁ CHUCTEMEI M1 HE COTIPpOBOXKIACTCIH
HapyleHHeM (PYHKLUMH KaK ATPHOBEHTPUKY-
JIIPHBIX KJIATIAHOB, TaK M KJIATTAHOB MarvcT-
PANTBHBIX COCYIOR (pHC. 7.11). AKIIEHTUpOBA-

Puc. 7.11. YeTsipexxkamepHelit cpes cepiiia ioma. B ne-
BOM KENYIOUKE CTPENKOH YKa3aH THIEP3XOTeHHBIH (ho-
KYC GOJIBIIX PasMEPOB,

HIie BHUMAHWSI CTICIIUATIHCTOR HA 3TOM aKyCTH-
yecKoM (hbeHOMeHe CBS3aHO C TeM, UTO HepeIKo
TUMEPSXOTEHHOE BKITIOUEHHE B TTOJIOCTH XKeITy-
JIOYKA TPAKTYETCs KaK OIyXosb | 36].

Ecmecmeennoe mewenue. PacrionoxeHue
OITYyXOJIM B XeJIyIOYKOBBIX KaMepax cepiiia
1014 MOXKET IMPUBOUTH K OOCTPYKLIMH BHYT-
pHicepAeUHBIX TTOTOKOB KPOBH, YTO HEPEIKO
BBI3BIBAeT (PYHKIIMOHAIBHYIO TUTIOTLIAZHIO
nopaxeHHoro xeJjymouka [ 1, 13]. Pabmommu-
OMBI MOTYT YBEJIMUMBATECA B pasMepax Ha
MPOTSKEHUN AHTEHATAJIBHOIO MEepUOoA.
B MaameH4YeckoM BospacTe 36% cepaedHbIX
pabmoMHUOM YMEHBIAETCSI B pa3Mepax i OKO-
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Jio 50% noapepraeTcst MOJIHOMY WIM YacTHY-
HoMy perpeccy [1]. OB6bHO pabaOMHOMEI
OONBLIMX pa3MepPOB M FeMOIMHAMMUYECKH 3HA-
YKUMbIe TPpeOyIOT XHPYPrHUeCKOro JeUeHU B
TIOCTHATABHOM Tieprofe. PabmoMmoMer Mo-
I'YT BBI3BIBATH Y A€TEH apUTMHH, BKJIIOYAd CyI1-
PABEHTPUKYIIAPHYIO TAXUKAPIUIO, XeJIy104-
KOBBIE TAXMAPUTMUM, OpagiiapuTMHUH, BPOX-
JleHHbIe GJTOKAIBI CepIlia U KIaNaHHY0 Hefl0-
cratoyHocTs [37]. OnrcaHo Takke HabmozIe-
HHEe UCUE3HOBEHUA OpalMapUTMHHU Yy TUI0NA C
pabmoMmomMoi ceppa [17].
[pubmanTensHo 73% mpeHaTATLHO M-
ArHOCTHPOBAHHBIX OIMYXOJeH cepana ABId-
1OTCSl TeMOIMHAMMYeCKH cTaOMIBbHBIMMA [ 1].
B 50% nabmopeHuit pabpoMuoM, oOHapy-
3K€HHBEIX BHYTPUYTPOOHO, B HEOHATAIEBHOM
neprofie BBISBISETCS TyOepO3HBIN CKIIepo3
BHYTPEHHMX OpraHoB B BHJle KaJbIM(pPHKa-
TOB, NPEUMYIIECTBEHHO I'OJOBHOTO MO3ra,
a Taxke Cy03neHIMMAIbHBIX TaMAapTOM, MHO-
JKeCTBEHHBIX TaMapToOM CETUATKH K Xapak-
TepHOro nopaxeHud Koxw [ 14]. He ciyyaii-
HO TIO3TOMY MHOTHE aBTOPHBI MMpeaaraioT
paccMaTpuBaTh OOHapyXeHUe pabaoMIOMBI
cep/ua y Iiofa Kak TpeHaTalbHbIN 3X0rpa-
¢dpuyveckuii Mapkep TyOepO3HOTO CKIepo3a.
ITosToMY 1pH BEIABIEHHUH pabIOMHOMEI CJie-
JIyeT IPOBOINTE TIUATEIbHBL IIOUCK APYIUX
TPH3HAKOB TyOe po3HOTO CKIIepo3a, obpaiiast
ocoboe BHMMaHWe Ha o0cIe1oBaHKe roioB-
HOTO MO3Ta U Iovyek, TaK Kak IMosgBIeHUe
KanbLIM(PUKATOB YK€ BO BHYTPUYTPOOHOM
nepuoie SIBIIeTCsl TUIOXWM TIPOrHOCTHYEC-
KHM MpH3HaKoM. TyOepo3Hblii CKIepo3 MO-
JKeT HACJIeIoBaThCs MO ayTOCOMHO-/I0OMM-
HAHTHOMY THITY WJIH BO3HMKATh de novo.

IHpenamaasnas maxmuxa. I lpy oOHapyxe-
HUM OIYXOJIM Ceplia y TUIofia MoKa3aHo Au-
HamMu4decKoe sxorpaguueckoe HabmomaeHe
JUI CBOEBPEMEHHOM JMATHOCTHKM HApylle-
HUIi BHYTpHCEpAeYHOTO KPOBOTOKA, aphT-
MMii, TepUKapIHUATEHOTO BBITTOTA M BOMSIHKH,
KOTOPbIe OKA3bIBAIOT BIUAHHE HA IMPOrHO3.
Jnd OLleHKH KpOBOTOKA CHEAYET UCTIONB30-
BaTh LIBETOBOE JIOITLUIEPOBCKOE KAPTUPOBAHIE
U UMITYJILCHYIO IOMTUIepor pauio, a JITs U3y-
YyeHMs apuT™MUid — M-meTop.
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[Tpy oOHapyKeHHUH pabIOMHOMEI B COYe-
TAHWM € TYOEPO3HBIM CKJIEPO30M IMOKa3aHa
KOHCYNbTAIMsl TEHeTUKA, YUUTHIBAs ayTo-
COMHO-IOMHWHAHTHEIN THTT €ro HacleI0Ba-
Hus. [1py momo3peHri Ha TyOe pO3HBIN CKJle-
PO3 Y IJIOAOB ¢ pabIoMHOMOI HEOOXOAUMO
MPOBOIUTH TLIATEIbHOE 00CeoBaHHE M0~
YeK JIUTS MCKTIOUeHHsI OTIyXOJIeld, TTepBHUHBIX
AHTHOMHOJIMIIOM, & TAKIKe TOJIOBHOTO MO3Ta
Ha HanmvyMe KaabiukaToB. OOHapyxXeHHe
H3MEHEHUIH MOYEK M TOJIOBHOIO MO3Ta y To-
JIOB ¢ pabIoMHOMOI MpeIionaraeT Haauume
TyOe po3HOTO CKJIepo3a Jake Py OTCYTCTRIN
JIAHHBIX ceMelfHOro anaMHesa. HegasHo i
IHArHOCTHUKU KadbM(HUKATOB IOJIOBHOTO
MO3ra y TUT0JIa CTAlla UCTIONB30BATRCS SIIep-
HO-MarHuTHas Tomorpadms [19].

PonopazpelnieHiie HeoOXOIUMO OCyIiie-
CTBJIATE B IepUHATANBHBIX LIEHTpAX, Iie
HOBOPOXAEHHBIN MOXeT OBITh cpa3sy Ipo-
KOHCYJNBTUPOBAH AETCKHUM KapIUOJIOTOM.
HauGonee paioHaibHO MpoBe/ieHUe KOH-
CyJbTallMK poAuTelNieil elle 4O poLopas-
peleHus.

Brcnepumenmaavnas mepanus. Hexkoto-
pble aBTOPHI PEKOMEHAYIOT TIPH BBHISIBJIEHHI
Y IL10/1a TepATOMBI CePILIA B COYETAHMM C ITe-
pYIKapaMaiIbHbIM BBITTOTOM IPOBOAUTL TEpa-
TMeBTUYECKUI mepukapanoleHTes. Tak,
A. Benatar v coant. |25] B 32 Hex OGepeMeH-
HOCTH TPOM3BEJIM MepUKapAHOLIeHTes VY
njiojaa ¢ UHTparnepuKapauaibHOM TepaTo-
MO¥i B CBSI3H C TTIOA03peHHeM Ha TAMITOHATY
cepilia, Tak Kak MpH sXxoKapauorpaduuec-
KOM MccliefIoBaHuM OBbLT 0OHapy:KeH auac-
TONWYECKUH KOJLIATC CTEHKH IMPABOIo Mpejl-
cepnmd. IManueHTKa Obl1a pogopaspellcHa
B 37 Hel ¢ GnarompUsITHBIM KMCXOJOM JUTS
pebeHKA. KOTOpOMY OBITA B TIOCNIEOVIOILIEM
npoBefieHa yCrielHad oreparus.
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OIlYXOJIM ITEYHEHU

Onpedeenue. ONyXoNnu MeYeHH Yy TI00A
MOTYT OBITh JOOPOKAYECTRBEHHBIMH W 37I0KA-
YEeCTBEHHBIMH M TIPEACTABASIOT co0oit
00BeMHEIE TTeUeHOUYHBIe 00pA30BAHMS.

Yacmoma. OTIyxXony TeYeHW SBIAIOTCS
PEAKUMHU HAXOIKAMM TIPH YIIBTPA3BYKOBOM
ViCCHeIOBAaHHUH TIJIONA.

Kaaccupuranua. Cpey 1oOpoKauecTBeH-
HBIX M 3JTOKAUeCTBEHHBIX OIMTyXOJiel MeyeHn
BIpeHATATLHOM MePHOoJIe THATHOCTUPOBAHKI
raMapTOMBI, TeMAHTUOMBI, OYATOBAas y3JI0Ba-
HUS TUTePILIA3us, TeMAaHTUO3HI0TEeNIHOMA,
rernarobiacToMa U MeTacTaTHuecKoe Imopa-
JKeHME TMeUYeHH [MpH HerMpoOmacToMe HAIImo-
yeyHUKOB |1, 2]. Hanbonee yacToii 3mokaue-
CTBEHHOM OIMYXOJIBIO ABJIAETCH rerarobiac-
ToMa [3], a caMo¥i YacTol OITyXOJblo cpeau
BCEX HOBOOOpA30BaHWI MeYeHW — ME3eHX1-
MaJIbHAsA raMapToMa.

Ocnoenvte npurnyunot duazrnocmuru. Ory-

XOJIH IMeYeHW MOI'Y1 OBITH IMpPOITYILIEHBI IIPH
YJIBTPA3BYKOBOM HCCII€NOBAHHWH IT100A4 B

(710 10"

WA SELECTED

OTHER PRIOR IMAGE

Pue. 7.12. Kocoe ceueHye TYIOBHITA TUIONA TIPH ME3eH-
XHMaIEHOH TaMapToMe TeYeHH.

CJIVUAMX, KOTId HX SXOT€HHOCTDB CX02Kd4 € 3X0-
TeHHOCTBHID HEM3MEHEHHOM MeUYeHH!. l'lep-
BBIM TTPHM3HAKOM, ITO3BOJIIOIIHM 3aIto/103-
PHUTL OITYXOJIb IMEYCHH, ABJIHIETCH YBEJI4Ye-
HHWE pasMepoB XKHWBOTA 111014, KOTOPLIE MO-

TYT omnepeXaTh Ha 3—4 Hell cpefHUe 3HAYe-
HWS$, COOTBETCTBYIOIINE KOHKPETHOMY CpO-
Ky 6epeMeHHOCTH. OITyX0oJId IeyeHu y 1iaoaa
JIMArHOCTUPYIOTCS IMPerMYILeCTBEHHO TOJb-
KO B TpeTbeM TpuMecTpe OepeMeHHOCTH.

K HacTtosieMy BpeMeHU OITMcaHo 9 ciy-
yaeB MpeHaTAIbHON YJIbTPAa3BYKOBOM J1a-
THOCTHKM Me3eHXMMaJIbHOM raMapToOMBbI I1e-
YyeHH, KoTopas 3xorpaduiecKi MoXeT ObITh
npeacTapieHa o0pa3oBaHUAMM CONMIHOIM,
CONMUAHO-KUCTO30l CTPYKTYPH WA MHO-
TOKaMepHBEIM KHUCTO3HBIM 0Opa3zoBaHHEM
(puc. 7.12) |[4—12]. HanGonee paHHss qUAar-
HOCTHKA ME36HXHMAJBHOIN TaMapTOMBI
OblJ1a OCYLIEeCTBJIeHA TOJNBKO B 26 Hen
GepeMeHHOCTH [4].

Bxorpadpuyeckad KapTUHA reMaHTHOMBI
MevYeHU CX0XKa ¢ Me3eHXMMAaJIBHOM raMapTo-
Mol [13—16]. OTIMYUTETBHBIM TTPU3HAKOM
ABIAETCS TOJIBKO CTeNeHb BACKYIAPH3ALIMH.
Hawubonee yacTo 0TMEYAIOTCS KaBepPHO3HBIE
TeMAHTUOMEI ¢/6e3 apTepro-BeHO3HEBIX (-
ctyn [14]. ITosToMy mpu HOMIIIEPOBCKOM
MCCIIeIOBAHWH TeMAHTHOM MeYeHH BEISIBIS-
€TCSI BBICOKASI CTEIEeHb BACKYIIS pU3alllu,
HepeIKo ¢ MpU3HAKaMU TypOyJIEeHTHOIO Xa-
pakTepa KpOBOTOKA, UTO Io3BoiisgeT audde-
PEHLIMPOBATE reMaHTHOMY OT ApPYIHX obpa-
30BaHU TedeHH rioga [17]. FeManrrHoMa
MeYeH! y MJI0/1a YacTo CoueTaeTcd ¢ MHOTO-
BomueM [16].

B ciiyuae oGHapyKeHH I MHOXeCTBEHHBIX
obpa3zoBaHMli B MMeUeHH II0ga HeoOXoauMo
HCKTIOYHTH BO3MOXHOCTh MeTaCTaTHIECKO-
ro nmopaxeHwus. B murepaTtype omycan ciydaii
TMpeHATANBEHOI AUATHOCTUKH MeTacTaTHJec-
KOT0 TopakeHus ITeYeH! TTpH HeHpoOdnacTo-
Me HaaroueuyHukos [ 18]. I1pu ouaropoii y3-
JIOBOM THUIMEPIUIA3UK B 00pa3oBaHU4X Ieve-
HH 11042 OBl 0OHapyXXeHbl KPHBBIE CKO-
pocTeil KpoBOTOKa € AHMACTONMMYECKHM
KOMITOHEHTOM, XapaKTepHble JIJIs J0OpoKa-
YecTBEHHBIX ropaxeHuii [1].

Ecmecmeenroe meyernue u npoeros. Ecte-

CTBEHHOE TeUECHME OH}’XOHeﬁ IMMeYeHH Yy IL10-
Ja 3aBUCHT OT MX TUIIA, JTOKAIM3allliH, pas-
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MEPOB U pacrpocTpaHeHHOCTH, KOTOpas
B OOJBIIMHCTRE CITyYaeB He MOXKeT ObITh TOY-
HO YCTAHOBJICHA 00 IepHoJa ITOCTHATAIBHO-
ro OBCJIBII,OBaHHF[ H OIepaTHBHOI'O JICYCHHM L.
Ilporuo3s gns gereii ¢ raMapToMaMy MeYeHr
BLEeSTOM OnarornpyaTHBIN B CITyYae, eCITH IMpo-
BOIUTCS XUPYpruyueckoe jneueHue. Jleranb-
HBbI€ UCXOABI OOBIYHO OTMEYAKTCS B CITy4asiax
XUPYPIUIECKHX OCJIOXKHEHWI MW OCJIOXKHEe -
HMIil, BBI3bIBAEMBIX MHTEHCUBHBIM POCTOM
OIyxoJsiu io oriepauuu [5]. HeGnaronpuar-
HBIMH IMPOTHOCTHYECKMMH TIpH3HAKAMMK
BIIPCHATAJTEHOM IT€PHOJAE ABTAOTCHA CEPIcYy-
Has HeIOCTATOUHOCTE W BOASHKA I1JI0414, [P
KOTOPBIX MepUHATATTBHAS CMEPTHOCTE 3HAUM-
TEJIEHO BBILLIE.

Ilpenamaavnas maxmurxa. Beuny penko-
CTH OITyXOJIeH MevyeHH! Y IJIoAa MpeHaTalb-
HYIO TAKTHKY CIIE/IyeT IMOAOHPpaTh MHIUBUTY -
ambHO. BaxHoe momoMHUTeTbHOE 3HAUEHHE
HMeeT JOTTUIe POBCKOe UCCIIeIOBAHUE KPOBO-
TOKA B OITYXOJIH, a TAKXKe B a0pTe W HIKHE
MoJIOH BeHe TLIo/A.

ITpu guHamMHUUyecKOM sXxorpadpuuecKoMm
HAOMIONeHWH 3a TUIOA0M CIeIyeT OLleHH-
BATh TEMIIBI POCTA OIMYXOJIH TeYeHH, a TAK-
e OCYLIECTBIIATE UCKTIOUEHHWE ITPH3HAKOB
HEMMMYHHOM BOJAHKH U MHOTOBOMIHA.
Kpome 5T0r0, HEOOXOAUMO B TPETHEM TPH-
MecTpe GepeMeHHOCTH AJS OLIEHKHW (PyHK-
LIMOHAJIBHOT'O COCTOSHMA TUTOHA ITPOBOAWUTE
KapauoToKorpaguueckoe HabMoaeHKE,
TaK KakK TMpU OMyXOJSIX TIeYeHH OIMHCAHBI
cnyyan BHYTpuyTpoOHoii rbenu. [1pu BeI-
paXkeHHBIX MpHU3HAKAX CTpamaHus Mioaa
MOKAa3aHo JOCPOUYHOE poJopaspelleHue,
XOTA ONTUMAJIBHBIM CIIelyeT CYUTATD POIO-
pazpellieHHe Gmike K JOHOIIEHHOMY CpO-
KY, TAK KaK HOBOPOXIEHHEIE € OIYyXONMAMKU
revyeHU TpeOyIOT OMepaTUBHOTO JIEUEHH.
PonopasperieHue HeoOXOOHMMO OCVILECTB-
JISITH B TIepUHATATBHBIX LIEHTPax C Tocne-
JIVIOITUM TTepeBoJOM pebeHKa B CTIeluaIn-
3MpOBaHHOE XMPYPTHUUECKOE OT/eJIeHHE.
ITpu gocTaToYHOM 3penocTH JIerKUX TIoaA
METOIOM BbIOOpA poiopaspelleHus MOXeT
OBITH OTIE pallis KecapeBa CeUeHHU T Tpe-
JIOTBpallleHWs1 pa3pbiBa OMyxonu. JleueHue
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Ol'[YXOJ'[Eﬂ MeYeHW B HEOHATA/IBHOM TTepH-
ofle 0OBIYHO BKITIOUAET 3MOONM3ALIUIO WK
PE3CKIHID OITYXOJIH.
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OITYXOJIU ITOYEK U HAAITOYEYHUKOB

Onpedeaernue. Onyxonu, oOHapyXKiiBae -
MBbI€ TIPM YABTPA3BYKOBOM HMCCIEIOBAHUN B
peTporiepuToOHeaIBHOM IMTPOCTPAHCTBE I1J10-
1a, 0ObMHO UMEIOT MOMeYHbII MK HAIIO0-
YeYHHUKOBBIH TeHE3.

Yacmoma. OryXxoJy novyek Iiofa sBis-
HOTCS TOCTATOYHO pelKMMM HAaXOIKaMH M
cocTaBmsoT Tonbko 0,6% OT Bcex MOPOKOB
MOYEBBIAENUTENbHOI cUcTeMBI [1]. Cpenu
OITyXOJIeH MoYeK HauboNee YacTo OTMevaeT-
ci Mesobractuyeckad Heppoma [2]. HoBo-

Pue. 7.13. TlpofonsHoe cedeHne TYJIOBHINA TLIOAA TIPH
MesobacTHIecKoil HehpoMe (CTpeKa).

o0OpazoBaHUsl HAAMOYEYHUKOB, 0OBIYHO
npeAacTaBIeHHbIe HellpobiacToMOM, 9BMIs-
IOTCA HauboJIee YacThIMHU HeOHATAJIBHBIMK
A0MOMHHATBHBIMH OITYXOJAMM M COCTABIIA-
10T oT |2 mo 25% ot Bcex oryxoneii y HOBO-
poxaeHHBIX. YacToTa HelipobmacToMBI HAMT-
MoYeyHHKOB cocTapiseT 1 ciyvait Ha 7 100—
10 000 xuBOpOXAEHHEIX |3, 4].

Ocnoervie npunyunot duazrocmurxu. Me3o-
OnacTryeckad HeppoMa B MpeHATATBHOM Ie-
puojie 0OBIYHO ITpejicTaBIeHa OOJIBLIIMM OJTHO-
CTOPOHHUM 00pA30BAHHEM COJIMIHOIO CTPOE-
HIS, UCXOMSIIIUM M3 TTOYeUHO SIMKH (pIC.
7.13). I'lo mepucbepyit OIyXOIMIT MOTYT OTIPEe-
JIATBCS THITEP3XOTeHHBIe 30HBI, CO30AI0LINE
ekt U300pakeHHs KArcybl, KOTopasd Ipr
Me3001acTUIecKoil HeppoMe OTCYTCTBYeT.
OryxoJb XOpOIIIo BaCKYISPU3UPOBAHA K CITO-
CcOOHA MHGWIETPUPOBATL OKPYKAKOLIHE TKAHU.
I TouTH BcergarpucyTcTByeT MHOTOBOIHE. Cpe-
JIU COYETAHHBIX AHOMAJIMIA OTMEYeHEI T10JTH-
JAKTWIMSL, ranpotiedaniis, MOpoKH >KeJTyIouHO-
KMLLIEYHOrOTPAKTAM MOUETIOoBO cHcTeMbl. Co-
00LLIATTOCH TAK3KE O COYeTAHUM Me300/1aCTHYECKOM
HedpoMBI ¢ HEUIMMYHHOM BOISIHKOM 1u1oza |5]-

Onyxonb BunbMmca B G0NbITMHCTBE ClTyva-
eB (95%) vMeeT OMHOCTOPOHHIOK JIOKAI3a-
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Puc. 7.14. Omyxons Bribmea 5ieBoil oYKy 101o71a (CTpeikH) B 36 Herm GepeMeHHOCTH TIPH TIoTiepedHoM (a) M mpo-

JoJbHOM (0) CKAHHPOBAHHH.

Puc. 7.15. HeitpoGnactoma Jieporo HanodedHHKa Iiofa B 28 nen OepeMeHHOCTH NMPH NonepedHoM (a) H Ipoiofib-

HOoM (0) ckaHApoBaHHH. |

LIHI0. DTa OMYyXOJIb MOYKHA UMeeT BHJI XOPOIIO
OTTPAHMYEHHOTO Y3714 COMMMIHOTO CTPOEHU U
MOXKeT JOCTUTaTh OOJIBIINX pa3sMepoB, XOT
OOBIUHO ee JuaMeTp He rpeBbiiiaeT 4 cM. [pu
JIOTITUIE POBCKOM MCCIIEIOBAHUI HE OTMEYALT-
CsI TIPH3HAKOB BBIPAXKeHHOI BACKYJISI pHU3alHH.
B ony6imikoBaHHOM HAaMW HAOJTIOAeHWH OITy -
xonb BuibMca OblIa IMATHOCTHPOBAHA B 36
Hen 6epeMeHHOCTH M MMeia QoNbIne pa3me-
pBI — 90x82x75 MM (puc. 7.14) |6].
Heiipobnactoma HAIMOYeYHUKOB OOBIMHO
OIHOCTOPOHHAA. HacTo B Hell 0OHApYKHUBAKOT
0Yarv KpoBOM3TUAHUHN, KanbipUKATOB U
Hekpo3za. ['McTonornuecku HeripobnactoMa
MOKEeT OBITh PA3HOM IT0 CTPOEHHIO OT KpaiiHe
370KavecTBeHHOM HU3Koau(depeHLInpo-
BAHHOM raHITMOHEH poGIaCTOMBI 10 JOOpOKAa-
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HeHpobnacToMma; 2 — 1paBasi moYKa; 3 — JieBas ImotdkKa.

YeCTBEHHOI M 3peJioii raHrMHoHeBpoMBL [ Tpu-
OmasuTensHO B 50% ciyvaeRr, Korda HeipoOiia-
CTOMAa HAJMNOYeYHWKOB BBIABISAETCS Y HOBO-
POXIEHHBIX, OTMEYAIoTCH MeTacTasbl B IoY-
Kax, TeYeHH, TOJKOXHBIX TKAHAX W TUIAIICHTE
[7]. OmHako B cIyJastx peHATATBHOM AMArHOC-
TUKH YacTOTa MAJTMTHU3AINKN 3HAYHTEIEHO
HizKe. B 3apyOesxxHol JirTeparype NpeicTaBie-
HO onucaHue 6onee 20 ciydaeB MpeHATATLHOM
VIETPA3BYKOBOM THATHOCTHKH HEHPOOIACTOMEI
HamroYeYHUKoB (Tabn. 7.2) [8—19).

B Hamem HaOmogeHWH JHArHo3 HeHpo-
OnacToOMBl JIEBOrO HA/IITOYeYHWKa OB yCTa-
HOBJeH B 28 Hen OepeMeHHOCTH. Pazmepnl
OIyXo/M cocTaBiim 2,8x2,3 cM (puc. 7.15).
Cnenyer nmoguepkKHyTh, 4TO HelipobiacToMy
HAITOYEYHHUKOB JIOCTATOYHO CJIOXHO TUd-
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Ta6nuua 7.2. CymmMapHLe JaHHBIe NMTepaTyphl
O MpeHaranbHoW AnarHoCTUKe HelipobnacToMel HaaANo4YeYHUKOB

OK
ABTOpHI 6esgme“_ SaknoueHre lNepuHaTtansHue
HOGTH, Hen axorpaIecKoro MecnefjoBaHus wnexoael
G. Janetschek n 34 KWCTO3HOE o6pasoBaHue Npasoro aapeHsKToMus B 1-e cyTKK,
coagT., 1984 [8] Haanoye4HrKa aMameTpom 4 cm OTCYTCTBUE OMyXonu B 6 MecsLeB
E. Newton u 35 KMCTO3HOE 00pa3oBaHve NpaBoi CMEPTL B HECHATANBLHOM Nepuoae,
coaBr., 1985[9] NoukK (rMapoHeppoa?) [BYCTOPOHHSS Heidpotnactoma,
AramMeTpom 4 oM, acumT MeTacTasbl B NeYeHs, nerke
W rONCBHOR Moar
G. Atkinson w 34 oBpasoBaHne cMelLaHHOro CTPOBHWS  pe3ekuus NpaBoro HaanoYe4Hnka
coagr., 1986 [10] NPageoi No4KK OTCYTCTBUE OMNYyXOonK B 2 ropa
32 oBpazoBaHye CMeLLaHHOIO CTROEHIS  Pe3ekLMA NeBoro HaarnodYeqHuKa,
NEBOro HaaroYeqHIKa OTCYTCTRUE OMNyxonu B 1-i rof
B. Giulian w1 38 0BpazoBaHNe CMELLAHHOMO CTROEHWS  pe3ekLnd MNpaBoro HaaroyedHuka
coaBT., 1986 [11] NpaBorc HaanoYyeyHuKa Ha 3-M CYTKW, OTCYTCTBUE OMyXoun
onameTtpom 3,5 om B 1-irog
Y. Sakata 1 39 0BpazoBaHne CMELLAHHOMO CTROBHWS  pesekuMs MPaBoro HaanoyedHuKa
coaet., 1986 [12] NpaBoro Haano4YeyH1Ka Ha 19-e CyTKW, OTCYTCTBUE OMYXOnK
paamepam 3,4x 4,0 cm B 9 Mecsues
E. Pleyn 36 KMCTO3HOe oDpaz0BaHne NIEBOIN MNOYKKW  pe3ekKUMA Npaeoro HaanoyeyHUKa,
coaet., 1989 [13] (rmpporedpoa?) prameTpom 4 cm OTCYTCTBKME ONyxonv B 1-K roa,
H. Forman u 39 KMCTO3Hoe obpasoBaHue Pe3eKUVa NPaBorc HaarnodYeyHrKa,
coasTt., 1990 [14] NpaBoro HaarodyeuHuka OTCYTCTBME ONYXONK B 2,8 rofia
Y. Hosoda n 35 KWMCTO3HOE 00pazoBaHie CMEeLLIAHHOTO  pe3ekumst NeBoro HaanoyeyHnka
coagr., 1990 [15] CTPOEHWS NEBOro HaANoYeyHuKa Ha 16 CyTKW, OTCYTCTBUE OMYyXonu
pazmepamu 3,5x3,1 cm e 16 mecaueB
P.Ho u 30 KUCTO3Hoe obpasoBaHie pesekLMs NeBoro HaanoyeyHka
coast., 1993 [16] NeBoro HafiNoYeHHNKa Ha 13-e CYTKW, OTCYTCTBUE ONyXONn
B9 ner
26 KMCTO2Hoe ofpasocBaHe pesekuMs NPaBoro HaanoYeyYHVKa
NpaBoro Haarno4YeyH1Ka Ha 8-e CyTKK, OTCYTCTEUE OMNyXonK
B 6 ner
30 KMUCTO3HoE obpasoBaHie pesekLMs NeBOro HaaNOYEHHUKE
Nesoro HaanouYeyHWKa B 3 Hep,oTCYTCTBIE ONYyX0Nn
B4rona
42 KMCcTO3Hoe obpazoBaHue peseKuns Npaeoro HaanovyeYHuKa
NpaBoro Hagno4YeyHrka B 6 Hefl, OTCYTCTEME OfTyXOsM
B4 ropa
41 KNCTO3HOE obpasoBaHue pesekuus nNpaBoro HaanoyeyHuka
NMpaBoro HaarNoYeyHKa B 4 Hell, OTCYTCTEUE OMNyXonm
pasmMepami 2x3 oM B3ropa
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Cpok
B REHOReE: xor ¢mfei?o|?;elrgcie oBaHNs nepm:xo o
HOCTU, HEeL, pa A B
37 KMCTO3Hoe obpa3oBaHne pe3ekuMs Npaeoro HaanoYeuHuKa
rnpaBoro HaaroYeyHnka B 3 Hef, OTCYTCTBHUE Oy XONK
pasmepamii 2 X 3 cMm Birog
39 KMCTO3HOE ofpasoBaHue pe3ekuMs NpaBorc HaaroYeyHuKa
npaecii noyky (MaopoHedpoa?) B 5 HE[l OTCYTCTBUE Oy XONu
B 3mecqua
R.Jennings » 30 KMcTosHoe obpasoBaHne peseKkUMa NEBOro HaanoYyeyHmka
coagerT., 1993 [17] NEBOro HagroYyeyHuKa Ha 12-e CyTKM, OTCYTCTBUE OMyXonn
B 10 net
38 obpasoBaHve NpaBoro HagnodedHWKa — pesekuus Npaeoro HaanodedHuka
CMELUaHHOIo CTPoeHns Ha 3-M CYTKW, OTCYTCTBUE ONMyXONn
pasmepamMu 3x3 cMm B 5 ner
M.Dreyfus n 40 kncrozHoe obpazoBaHue NeBoro afpeHsKToMus B 7 Hefl, oTCyTcTBue
coasr., 1994 [18] HaanouyeuHuka paamepami 1,8 x 1 cm onyxonu B 8 mecaues
38 KMCGTO3HOE MHOIMOKaMepHoe aapeHsKToMus B 5 Heq,
obpas3oeaHWe NeBOro HaanoYeHUKa OTCYTCTBME ONyXonu B 3 MecsLa
pasmepami 2,1x2,6 cm
C. Chenu 37 KUCTO3HOE 0oBpasoBaHue Nnpasoro pesekumMs NPaBoro HaanoYeyHUKa
coasr., 1997 [19] HaanoyeyHWka pasmepamm 3 X 3 oM B 6 HeM, OTCYTCTBUE ONYyXonM
B 10 mecsuesB

¢epeHLIMPORATE [MPH YIETPa3BYKOBOM MCCITe-
JIOBAaHUH TIJIOAA OT Me300JacTHIeCKOU He-
¢pomMsbl, onyxosm Buibmca, mopauadbpar-
MAaIBHOM JIETOYHOM CeKBEeCTpalllik, KPOBOM3-
JTHSTHS B HAATTOYeUHWKH M AMCTIIACTHIeCKO-
ro m3MeHeHu roiroca rnoyuku [20]. [Mostomy
MPH BBIABIEHWH CYTTpapeHATBHOTO 00pasoBa-
HUSI clieyeT TIPOBOIUTE THIATENIEHOe M3yde-
HIie BO3MOXKHOTO TeHe3a OITyXOJH, €€ CTPYK-
TYpBl, HAJIMYHe 3XOTeHHOTO KOJIbLA BOKPYT
obpazoBaHus, a TAKKe OCYLLECTBIIATh AeTalb-
HYIKO BU3YAIU3AIHIO MTOYEK U HAITOYeYHHN-
KkoB. [1py HeoGXoIMMOCTH MOXHO HCTIONb30-
BaTh SIAePHO-MAarHUTHYIO TOMOTPapHIO.

Pannas npenamasvras duaerocmura. Hau-
Goree paHHMIA IUATHO3 Me300IACTUIECKOI
HepOMEI TIpH YIBTPa3BYKOBOM HCCIIEIOBa-
HWM TUToAa ObLT yCTAHOBMAEH paHee 26 Hen Ge-
peMeHHOCTH. B IByX ciyuasix HelipoOGnactoma
HAITIOYeYHUKOB ObLIa 0OHapyskeHa rocie 36
Hel 6epeMeHHOCTH. ¥ 3THX TUIONOB B 16 Hen
He OBbLTO BLISIBIEHO HMKAKHMX OTKJIOHeHHi | 20].
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Ecmecmeennoe mewenue. Mezobnactudec-
Kasd HeppoMa 0OBIMHO XapaKTepu3yeTcs J00-
pOKauyeCcTBEHHBIM TEUEHHEM, XOTS OITyONHKO-
BaHBI HECKOJIBKO CJTY4YaeB TpeXKIeBpeMeHHO-
TO pa3pbiBa TUIOAHBIX 000JI0UEK W TPEeXKIeB-
peMeHHBIX poioB. BoJBIIMHCTBO HeMpobJia-
CTOB, JHArHOCTHPOBAHHEBIX MPEeHATATBEHO,
OTHOCATCS K MEPBOM CTaauM 3a00neBaHus 1
TO3TOMY MMEFOT OJIArOIT pUSTHBI TTpOrHo3 [ 16].

lIpenamarvnas maxmuxa. I1py BBISBIIE-
HHUM peTPOIEpUTOHEATTEHOIO 00pa3oBaHuA
clemyeT MPOBOIUTL AMHAMMUYECKOE 5X0rpa-
¢durueckoe HaOMOOeHKe A1 OLIeHKH TeMIIOB
pocTa OIMyXOJIH, UCKITIOUEHHUA COYeTAHHBIX
AHOMANMHIA M BOIAHKHW 11013, B crydasax MHO-
TOBOMUSI JIIsI OLIeHKH (PYHKIIMOHAIBHOTO CO-
CTOSIHMS TLTO/1a HeOOXOMMMO ITPOBOIUTE Kap-
JroToKorpaduiyeckoe HabmoneHIE.

Jemcras xupypeus. BONBIIMHCTBO CIyvaeB
Me300acTHIecKoi HeppoMel (95%) SIBmstOT-
cs1 OOpOKAYeCTBeHHBIMIL B rmocTHATATBHOM
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TiepHozie JiedeHHe 3aKTouaeTcs B HepaKTo-
MMM € IyHKLMEH JTMM(aTriiecKux y3ioB. Me-
3o00macTuueckas Hedppoma M HelipobGnacToMa
PEJIKO COYETAOTCSI C Pa3BUTHEM OITyXO0JH BT~
MCa, YACTOTa KOTOPOH ITPpUOIHU3HUTEIbBHO CO-
crapiser 1%. HedpoOnactoMaTos B LiesoM B~
JISeTCH IOOPOKAYeCTBEHHBIM COCTOSIHUEM [ep-
BUYHBIX MeTaHe(ppUIeCKHX STTMTeTHATbHBIX
KJIeTOK, KOTOPbIE Pa3BUBAKOTCS IO KATICYJI0i
noyky. OHU MOTYT pa3sBUBATHCH KAK B OHOIA,
TAK M BOOEMX MOUKAX, a TAKKE MPOLABIATECH He-
CKOJILKUMH OYaraMi. YUUThIBAs MOTeHIIUATE-
HBIH PUCK MAJTUTHU3ALIWM, WX CTIETYeT TIATE b~
HO HAOMIONATh B MOCTHATAIEHOM IepHOIE W
TPH HEOOXOMMMOCTH IMPOU3BOIUTE OHOTICHIO W
XUMHUOTEPATTHIO. ¥ TIAIIMEHTOB C IBYCTOPOHHIM
1 dy3HBIM HehpoOIACTOMATO30M YACTO TPe-
Oyercst xumuoTepars. OOBIMHO MpKM Helipo-
GnacToMe MPOBOIUTCS PE3EKLIMA WK YIaleHHe
HAATIOYEYHHKA,
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KUCTblI ANYHUKOB

Onpedeenue. BpoxIeHHbIe KUCTH SIWY-
HUKOB ABJISAIOTCSH J10OpOKauYeCTBEHHBIMU,
yaiie BCero ObIBaOT OHOCTOPOHHUMHU U Of1-
HOKaMepHBIMHM. OOBMHO KHCTH SIMYHUKA Y
TLIOMA MPeCTABIAIOT c000i (PYHKLIMOHATB-
HBI€ KHCTHI, BEI3bIBAEMbIE CTUMYJTSLIACH sTu-
HHKA IJI00a TOPMOHAMM MaTe pH.

Yacmoma. KUCTE SUUHHUKOB OOJIBIIX
pa3sMepoB BCTpeUaloTcs IMpHOITU3UTEIIBHO B
1 cnyuae Ha 2500 HOBOPOXIEHHBIX [1].

Kaaccughurxayua. B nipeHATATEHOM MepHOJIE
B 3aBUCHMOCTH OT 3XOCTPYKTYPBI KUCTBI STHUHH-
KOB MOJIPas3IeNAIoT Ha CeIyIoLe TUITHI [2]:

THUN A — OTHOCTOPOHHHE OMHOPOIHEIE
AHBAXOTeHHbBIe 00PA30BaHMS C YeTKMMM KOH-
Typamu;

TH1 B — Ku1cTo3HbIie 00pa30BaHis C BHYTPEH-
HUMH OTPAKEHHSIMU W/HITH TTIePeropoIKaMu;

Tur C — KUCTO3HbIE 00pa30BaHus, COIEP-
KalHe 3XOreHHbIH KOMITOHEHT.

Hawnbonee yacto (81.4%) KUCTBI MMEIOT
OJTHOPOJTHYIO AH9XOT€HHYIO CTPYKTYPY C YeT-
KUMHM TOHKMMH CTeHKaMM (TUIl A). 3HA4YM-
TeJIbHO pexe 00pazoBaHUS SMYHMKOB Y I1JI0-

NN/ SELECTED

OTHER PRIOR

Puc. 7.16. IlonepeuHoe cegenme GPIOMHOI MOJIOCTH
nnoma. CTpelnKkoii ykasaHa KHCTa SIHIHHKA (THIL A).
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Jla UMEIOT CIIOXHYIO CTPYKTYpY: Tun B —
4,1%, i C — 14,5%.

Ocroenvte npunyunst duaznocmuxu. B nmoc-
TegHee AecATHIeTHe OBLIO OMmyOIMKOBAHO
Gonblioe yicno HabmoaeHH IpeHATATBEHOM
VJIBTPA3BYKOBOM JUATHOCTUKM KUCT SIMUHU-
Ka (Tabmn. 7.3) [3].

Kucta smuHuka 0ObIYHO BUBYATU3UPYeT-
cst mocne 26 Hen Oe peMeHHOCTH B BHIE KUC-
TO3HOro 00pazoBaHUA OKpYIJIOH (POPMEI,
JIOKAJTU3YIOLETOCH B HUXHUX OTAeNax
OprolTHOI TIoNTocTH nojaa. Hawnbonee vac-
TO KHMCTHI UMEIOT OJIHOPOJIHYIO aHIXOIeH-
HYIO CTPYKTYPY ¢ YETKUMHU TOHKUMM CTEH-
KaMH (puc. 7.16). KMcTH AMYHUKA Y TUTOAA
yallle Bcero OBIBAIOT OAHOCTOPOHHUMM, HO
co00111a710Ch U 0 ABYCTOPOHHUX KHMcTax. Pa3-
MepPBl BADBMPYIOT OT MEJTKMX KHCT JI0 CTPYK-
Typ, 3aHUMAKIINX MMOYTH BCKO OPIOIIHYIO
nonocThk 1oga (puc. 7.17).

B HekoTOpHIX Ccyyasx B KMCTAX SIMUHUKA
yaaeTcs BeIABUTE BHYTPEHHHE OTPAKEHUA WA
TOHKHE neperopoaku (puc. 7.18). [1pu kpoBo-
M3IIMAHWAX B I[OJIOCTH KMCTHI, Yallle BCEro IpH
nepekpyre [4], B ee CONepKUMOM BHU3YaTH3M-

Puc. 7.17. Bepemennocts 36 Heyr, Tlonepeunoe cegenne
GpIoHOH noocTH Toiona. OTIeT/IHBO BHIIHA KHCTA STHY-
HHKA GOJTBITHY pa3sMepoB.
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Tabnuua 7.3. lNpeHaransHas yNeTPasByKoBas AMarHoCTUKa KMCT SiHUKa

Cpok Gepe- TioRarsf: MakcumansHele  CTpyKTypa KneT
ABTOpHI n MEHHOCTMH, 281 A paamepbl KUCTHI,

Heq, cM A B C
V. Valenti v coast., 1975 1 36 0 9,0x9,0 1 - -
T. Lee, S.Blake, 1977 1 41 0 -
M. Crade v coager.,, 1980 1 40 8] -
K. Mitsutake w coagr., 1981 1 36 O =
M. Tabsh Khalil, 1982 1 33 O -
T. Montag v coaet., 1983 1 30 O 7,0x7,0 1 — —
S. Jafri v coaer., 1984 3 32-39 o-1 9,0x5,0 3 = 2
S. Suita u coasr., 1984 2 35-41 L 6] -
B. Borin v coasr., 1985 1 37 A -
P. Kirkinen n coaer., 1985 8 32-41 o-1 8,0x10,0 8 - -
W. Holzgreve v coagr., 1985 1 37 0O 10,0x 9,0 1 - -
A, La Prova n coagr., 1985 5 33-36 8] -
R. Sandler u coaer., 1985 1 31 A -
F. Bruno n coaer., 1986 1 28 O 31x25 1 - -
G. Cali u coasT., 1986 1 27 e} 50x5,0 1 - -
B. Landrum v coaeT., 1986 1 27 0 11,0x 11,0 1 - -
P. Preziosi u coasr., 1986 2 32-34 e} 54x4,4 1 - 1
G. Centini v coasT., 1988 4 31-36 o-A o
A. De Rosi u coair., 1988 1 36 0 57x75 1 ~ -
G. Gesmundo ¥ coaBT., 1988 1 37 (8] 51x4,8 1 - -
K. lkeda v coasr ., 1988 9 32-40 0 -
A. Nussbaum v coasr., 1988 11 30-40 0 8,8x88 3 - 8
V. Suma 1 coaet., 1988 5 28-35 o-A 5,1x5,0 5 - -
V. Valenti u coasr., 1989 1 3 0 4,0x3,5 - 1 -
AT, Kopeeg, 1989 1 33-34 (8] 4,0x35 1 - -
N. Rizzo v coaer., 1989 13 28-36 0 - 11 - 2
V. D’Addario v coasr., 1990 25 30-41 o-4 8,0x86,0 17 5 3
C. Giorlandino v coasr., 1990 1 30 0 8,0x8,0 1 - -
L. Garel u coasT., 1991 27 28-38 o-n =
I. Meizner w coasrt., 1991 15 19-35 o-4 -
M. Shozu v coaet., 1991 1 29 O 6,5x6,1 1 - -
P. Bagolan u coagt., 1992 25 28-39 0-4 B
G. Gonzales u coager,, 1992 3 27-40 O 6,0x6,2 3 - -
C. Muller-Leisse u coast., 1992 44 28-40 0 - 3/ - 5
Szuchy R, v coagr., 1994 1 28 8] 3,0 1 - -
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MNpopomkeHre Tabnuubl 7.3,

Cpok Gepe- A MakcumaneHele  CTpyKTypa KWCT
ABTOPH! n MEHHOCTH, aaLust paamMepsl KWCTHI,
Hen, cMm A B C
M.B. Meneenes v coaeT., 1995 13 27-37 8] T1.4x7,0 12 - 1
V. Katz v coaer. 1996 1 35 @] 5,0x5,0 - - 1
K., lOcynos, I'.3. lOcynoea, 1997 4 - @] - 4 - -
M.B. Mepeepes v coaet., 1998 1 36 @] 9,7x8,8 1 - -
B.B. Lixait v coaet., 1999 5 24-36 8] 6,9x6,0 4 - 1

MoawdguruypoeaHHbie naHHele M.B. Meoeefesa v coasr. [3].
lNpumeyanue: O — OOHOCTOPOHHWE KWCTHL; [l — ABYCTOPOHHWE KUCTH

pyeTcs 3XOoreHHbI KOMITOHeHT (puc. 7.19).
[1pu nHpapKTax KHCTH B €e CTeHKe MOIYT
00HApYXKBATHCS BHYTpeHHIE KaabluHKa-
THI.

ITpm GonbIuMX pazmMepax KMCThI ASMYHHUKA
MOXeT OTMeYaThcsi MHOTOBOJIMEe M aclluT,
BO3ZHUKAIOLLIHI IIPY pa3peiBe KUCTBL Criemy-
€T OTMETUTB, YTO 3aKIOYeHWe O HAJIUYUKN
KHUCTBI SIMYHHKA MOXKeT OBITE BEIHECEHO TIPH
YCTAHOBJIEHUH XEHCKOTO MMoNa 1J1ofa U oT-
CYTCTBUHM CTPYKTYPHBIX U (DYHKITMOHATBHBIX
U3MeHeHWII OpraHoB MOYeBRbLIeNHTe ThHOT
CUCTEMBI W KeJTYIOYHO-KHILIEYHOIo TPaKTa.

Pannas npenamansnas duaznocmura. OT-
JIeTbHBIMHA ABTOPAMM CO0OIIANOCH O BBISIB-
JIEHWH KMCT AMYHHKaA B 19—20 Hesr OepeMeH-
HOCTH [5], onHAKO moaaBsonee OOMbIINH-
CTBO CJIy4yaeB MPeHATAILHOU YIIETPa3ByKO-
BOH IUArHOCTUKM KHUCT SIMIHHUKA OTHOCUTCSI

K TpeTheMy TPHUMECTPY.

Ecmecmeennoe mewenue. JInHamMmuieckoe
MpeHaTalbHOe YILTPAa3ByKoBOe HabmoneHne
34 KMCTAMH AHMYHHWKOB ITOKAa3aJ10, YTO MX pas-
Mepbl MOTYT YBeJIMUMBATHCS, OCTaBaThes Oe3
M3MEHEHW WM yMeHbLIaThes. Coollnanock
TAKKE O CITYUAAX TTOJTHOTO HCUE3HOBEHM A KUCT
AHYHKWKA B aHTEHATATEHOM TTEPHOOE. B moct-
HaTaIbHOM IEPHOIE GONBIIMHCTBO KHCT CITOH-
TAHHO MCYe3aeT B MepBble 6 MecdLieB XKHU3HH |6,
7]- B OTIEIBHBIX CNYYAIX OIMUCAH pasphiB KMCTHI
SIMUHHKA OOJIBIITHX pasMepoB B HEOHATAIIBHOM
neproie C JeTaTbLHBIM UCXOOoM [8].
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lIpenamaavnas maxmura. [1pyn oOHapy-
JXKeHHH KMCTHI SMMHMKA Y UI0HA MOKa3aHo
IWMHAMMYECKOe sxorpaduyeckoe HabIoOne-
HUe [UTS OLIEHKH Pa3sMepoB U CTPYKTYpPHI 00-
pazoBaHud. [1pH KpOBOM3MUAHUIX U TI€-
PeKpyTe KUCTBI OTMEYAETCS M3MEHEHHE 3X0-
CTPYKTYpPHI ee cofepkumoro. Kuctol qua-
meTpom Ooree 5 ¢cM 4allle MoOBEPXKeHBI e~
PeKpyTy, YeM KHCTHI MaJeHbKHX pa3MepOoB
[5], a kucTel AamerpoM Gonee 10 cM yacTo
PaspeIBAlOTCs B UHTpAHATAIIBHOM [1€pHOJIE.
ITo3TOMY HEKOTOpbIe aBTOPbI PEKOMEHIYIOT
TP KHUCTAX SIMUHKUKA OOTBIINX pa3MepPOB ITPO-
BOIMTh MX TTPEHATAIBHYIO ACTTUPALIMIO (pHC.
7.20) [3, 9]. YacTe uccnenoBateneil cudTaer
000CHOBAHHOM TIpEHATAIBHYIO ACITUPALIMIO
KHUCT AMYHHKA HHaMeTpoM 10 cMm U Bonee |3,
4|, npyrue — ripu Kuctax 6onee 5 cm | 10]. On-
Hako Oe3zomacHoCTh U 3(p(peKTUBHOCTD 3TOM
TPOLIELY phI e111e 0 KOHLIA He M3Y4YeHbl, [T03TO-
MY OOJIBLIMHCTBO [TePUHATOJIOTOB TIPe IO~
TAKOT KOHCEPBATUBHYIO TAKTHKY KAK B IIpeHa-
TATBHOM, TaK M B HEOHATATILHOM TIe pHOJIAX,
34 UCKIIOYeHHEM OCJIOXKHEHHBIX CIIYUAeB.

Aemckas xupypeus. B OONBIIMHCTBe CITyya-
eBKUCT SIMUHMKA Y TUTOIA M HOBOPOXKIEHHOTO
TTPOBOOUTCA HEOTIEPATHBHOE JIEUCHIE 11 OTME-
YHaeTcHd CITIOHTaHHOE HCUYE3HOBEHHE. an KH-
ctax OONBLINUX pa3sMepoB, KOTOPBIE He HCYe-
3aI0T B TeyeHMe 3—6 MecsiiieB, 0OBIUHO OCY-
LIECTRIISETCS JIATIAPOCKOITUYECKOe yIalleHle.
ITokazanuem s ViaaJleHue KHUCTBI ABJICTCH
TAKKe MOA03peHNe HA MAJTUT HU3ALIMIO.
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Puc. 7.18. bepementocts 38 nepn. Ionepeanoe cedenme
OPIOIIHOIH ITOICCTH TUIONA ¢ KUCTOI simaHuKa (tum B).

PP O T AT A E YR TS P P

~w

Puc. 7.19. llonepeanoe cegeHne GpIonHoil MONGCTH
ofa. CTpelkaM# B pasHBIX IPOEKIHSIX YKazaHa KHcTa
sttaHAKa (tun C).

5 AMY  Lrsevy ssprvA ARG iArac Tirss oA 27
Manpri *4, ,

Puc. 7.20. bepemennocts 36 vep. TpomonbHoe cedenme OprOIITHOM MONOCTH TUIONA. B TOMOCTH KMCTH SHIHHKA BH-
JICH KOHYHK IYHKITHOHHOM MITIB (CTPENIKa). & — HAYAJIO MYHKIHH; 0 — OKOHYAHHC IyHKIHH.
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KPECTHOBO-KOITHUKOBAA TEPATOMA

Onpede.aenue. KpecTlIOBO-KOITUMKOBAS Te-
paromMa rnpeacTasigeT co0OM oIyxoJsib, UCXO-
JAIIYIO U3 IpecakpaibHOM o0acTH I1o/a,
J100 M3 TIPHMMUTHBHOTO Y3711a (y371a XeHceHa)
U 00BeAUMHEHUS KayJadbHEIX KIeTok | 1].

Yacmoma. KpecTiOBO-KOIMUMKOBas Te-
paToMa BCTpeuaeTcs ¢ yacToTol 1 cmyuaii Ha
40 000 xMBOpPOXIEHHBIX |2].

Karaccugburanyua. AmepukaHckas Akaje-
mud [ lequaTpy BelieseT 4 TMIa KpecTLOBO-
KOITUMKOBO# TeparoMbl: THIT I — rpeobmama-
FOT BHEIITHHE TIOBPEXKAeHHS, OTTYXOJTh, TIOKPhI-
Tasg KOXel ¢ MUHMMATBHBIM TTPeCaK pabHbIM
KOMITOHEHTOM, BBICTYITAeT W3 o0JIacTH Mpo-
mexxHocTy; TUM Il — mpeobnamaer HapyxHasa
OITyXOJb CO 3HAYUTEIBHBIM MpecaKkpaTbHBEIM
KOMTIOHEHTOM M paclipocTpaHeHWeM KHapy-
| Td I — npeBavpyeT CAaKpaIbHBIA KOM-
MOHEHT W HAPYKHOE pacripoCTpaHEHUE; THII
[V — npecakpanbHas ormyxoJib 0e3 Hapy>KHOTro
KoMmItoHeHTA. [IprvepHo 80% ciyuaeB Kpec-
TLOBO-KOIMYMKOBBIX TEPATOM OTHOCHTCH K TH-
ram I u II [3]. CornacHo Mop(onorndeckoil
KIaccH(HMKALIMH, BLIISIAIOT 3 BHIA TePaToOM:
1) 3pemnbie TepaTOMBI ¢ MUHUMAIBEHOM MHTO-
THYECKO aKTHBHOCTRIO MMEIOT XOPOIIWiA
MPOrHO3; 2) Hespelkle TepaToOMbl OOBIYHO
HeMpOsIUTEMAIBHOM WX pexXe MoYeYHOi
MpUPOLL; 3) 37I0KAYeCTBEHHbBIE TePATOMBI.
3penbie 1 He3pesble hopMbl Yallie Bcero Obl-
BAKOT KMCTO3HBIMU (72 1 62% COOTBETCTBEH-
HO). Cpelu 3710KaYecTBeHHBIX (popM ripeobira-
JIAIOT OITYXOMNH TBepAOil KOHCUCTeHLIMH [4].

Ocroenvie npunyunst ouazrnocmuxu. Kpe-
CTIOBO-KOITYMKOBas TepaToMa ITpH yIbTpa-
3BYKOBOM MCCIIEIOBAHWH TLJI0A OOBIYHO BU-
3yaan3upyeTcd B BHIe 00pa3oBAHUA, HCXO-
JSILETO M3 CaKpaaTbHOM 00IacTH M BBICTYIIA-

[olIero B o0nacThb rmpoMexHocTd |5]. Ony-
XOJIb MOXET UMETH JIIOOYIO CTPYKTYPY: OT
AHB3XOreHHOM 110 coMaHoi (puc. 7.21, 7.22).
[IBeTOBOE AOMIINIEPOBCKOE KApTHUPOBAHNE
WKW 3HepreTUYecKuii JOTIIep TTO3BOJISIIOT
HIEHTH(PHUMPOBATH 00JIACTH BBICOKOM BAC-
KYJIIPHM3aLMH B KPECTIOBO-KOITYMKOBOI Te-
patoMe [6], HO He IMO3BOJSIOT MPOBOAUTD
IUddepeHLIMIbHYIO TUATHOCTHKY MEXAY
JIoOpoKayeCcTBEHHBIMI M 3JIOKa4eCTBEHHBI-
MU TepaToMaMi. B HaMx HAOMIOAEHUAX OT-
MeYeH CJIyYyail KpecTLOBO-KOIMYUKOBOM Te-
parobnactoMsl (puc. 7.23), KoTopasi Xapak-
TepH3oBajack BeicokumMu (0.6—0,74) uuc-
JIEHHBIMH 3HAYEeHUAMU HHAeKca
Pe3sUCTEHTHOCTH BHYTPHOITYXOJIEBOTO KpO-
BoToKa. Oryxom, KnaccudpuimpyeMble Kak
Tun IV, MOTyT He COMpPOBOXAATHLCS THUITHY-
Hoil sxorpadpHuecKOM KapTHHOM, TaK KaK
OHM Yallle BCero MpogBiIdioTcs HATHYUEM
HUHTpaadaoOMUHAIBHOIO o0pasoBaHud. Ilpu
00OHapyXeHUM KPecTLOBO-KOIMYMKOBOM Te-
paToMEI CeyeT IMPOBeCTH TIAaTeIbHOe U3Y-
yeHue OpPIOLIHON MOJIOCTH IIoAa MU UC-
KJIIOYEHH BO3MOXHBIX Ta30BOro U Oprow-
HOTr0 KOMIOHeHTOB ornyxond. Heobxomumo
TaK>Ke MCKTIOUMTH MHOTOBOJIME, YTOMIIIeHHe
TTALeHTHl ¥ BOMSHKY T/IoAa, 0OyCIoBIeH-
HYHO CepAEYHOM HEIOCTATOYHOCTHIO, TAK KaK
OHM MOTYT CBUIETENIbCTBOBATH O BO3MOXHO-
CTH OBICTPOTO YXY/IITEHWS COCTOSIHKS TTOMA.

Pannas npenamatvnas duaenocmura. Kpe-
CTHOBO-KOITYHKOBAA TepaTOoMa MOXKET OBITE
JMHMATHOCTHPOBAaHA ¢ 13 Hem GepeMeHHOCTH.

Ecmecmeennoe mevenue. I 1porHo3s i rio-
JIOB ¢ U30IMPOBAHHOM KpPeCTLIOBO-KOIMYHMKO-
BOWV TEPATOMOI, PONWBILXCS B JOHOILIEHHOM
cpoke OepeMeHHOCTH, B LieJIoM OJIarornpusiT-
HBIH, 38 HCKTI0YeHHeM HaOmoaeH i1, Korjaa
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Puc. 7.21. KpecriioBo-KomIHKoBas TepaTtoMa Iioia B
BHJI¢ MHOTOKAMEPHOTO KHCTO3HOTO 00pa3oBaHHsL.

Puc. 7.23. bepemennocts 24 nen. KpecTioBo-Kominko-
Basi TepatofiacToMa (cTpeska).

JIMarHo3 ObUT YCTAHOBJIEH B paHHMEe CPOKH. B
3TUX CJIyYAsiX JIETAJILHBIE UCXOABI MOTYT JA0OC-
Turath 50% 1 OONMBITMHCTBO TUIOAOB YMUPAeT
JOO BHYTPUYTPOOHO MIIH BCKOpPE IMOCTIE POXK-
JeHud. B HacTosee BpeMs MpecTaB/IgeTcs
JOCTATOYHO CJIOXKHBIM ITPOrHOZMPOBATE Y Ka-
KMX TUIOJIOB € KPeCTLIOBO-KOIMTYMKOBOI Tepa-
TOMOI1 MOXeT pa3BUTLCS BOISTHKA U HACTYITUTh
CMEPTh. 4 TAKXKE CPOK OEpeMEHHOCTH, B KOTO-
POM 3TO MOXKET TIPOHU3ONTH.

K HeGmarormpugaTHbIM MPOrHOCTHYECKHM
MpU3HAKaM CJieJlyeT OTHEeCTH YTOJIleHHe
TUIALIEHTH M BOJSHKY T1J10/1a, KOTOPbIe MOTYT
TMOABUTHCH KAK B IOCTATOYHO paHHMeE CPOKH,
TAK W B MO3IHKME CpOKH DepeMeHHOCTH. Jlpy-
TUM IIPOTHOCTHYECKUM IIpM3HAKOM Heba-
TOTIPUSITHOTO MEPUHATAIIBHOTO UCXOJIA SRS~

Puc. 7.22. Bepementocts 2 1 ven. KpecTIOBO-KOMINMKO-
Basl TEPATOMA COTHITHOTO CTPOEHMS (CTPEIKA).

eTCsl TUIMepPTeH3Us MaTepH, KoTopasd MOXeT
MOSIBUTHCS YK B paHHHe CPOKH OepeMeHHO-
cti. BonsiHka riopa oOBIYHO BO3ZHUKAET B
pe3yIbTaTe CepaeyHOoi HeIOCTATOUYHOCTH M3
34 ApTepHO-BEHO3HOIO LIYHTUPOBAHHUA OITy-
XoJ |7]. Yailie Bcero ObICTPBIi pocT KpecT-
L[OBO-KOIFMKOBOﬁ TEPATOMBI IMTPpUBOIWT K
[IAIeHTOMEraJ i M BOOAHKE IT0O4. I[I—[Ha—
MHUYECKOe TIpeHATATbHOE YJIbTPA3BYKOBOE
HAOIO/IeHNE 34 KPECTLIOBO-KOITYMKOBOIA Te-
paTOMOI TIOKA3aJI0, UTO ee pasMepbl MOTYT
YBEIMHWYMBATHCH , YMEHBIIATHCH MJTH OCTABATH-
cs1 6e3 M3MeHeHHi. KpecTiioBO-KOIMIHKOBEIE
TepaToMbl KMCTO3HOTO CTPOEHHM S UMEIOT I'o-
pasno Oosiee JIYULIWIA ITPOrHO3 YeM OITyXOIH
CMEIIAHHOTIO WK CONMMAHOIO CTPOEHMA, TaAK
KdaK OHH MEHEC BACKYIIAPH3MPOBAHLL.

Ilpenamaavnas maxmuxa. T1py oGHapy-
SKEHUM KPeCTIIOBO-KOIMUUKOBOM TepaTOMBI
MOKa3aHo JMHAMHMYECKOoe 3Xorpadiueckoe
HaOmoaeHne 17151 OLEHKH pa3sMepoB OITyXO-
JIA, KOJIMYeCTBA OKOJIOIIOOHEIX BOMI, COCTO-
SSHUSA MOYEBOIO ITy3BIpd U KeJIYIOUHO-KH-
[IEYHOTO TPAKTA TUIONA, a TAKKE U1 UCKITIO-
yeHUs TUTALEHTOMEraJid U HeMMMYHHOM
BOISIHKM. BakHoe JOMOJHUTeIbHOe 3Have-
HHe MMeeT JOIIUIepOBCKOe MCCleoBaAHHE
KPOBOTOKA B a0pTe, HIDKHEH TT0JIoM BeHe U
BEHO3HOM ITPOTOKE IIOAA TSI UCKITIOUEeHMS
MPU3HAKOB CepIeYHOM HeIOCTATOYHOCTH.
IIpy oOHapykKeHHU BOAAHKH IUIOJA B 3aBU-
CUMOCTH OT CpoKa OepeMeHHOCTH MOXeT
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OBITh MPOU3BEIEHO JOCPOUYHOE pOJlOpa3pe-
LIeHWe WM BHYTPUYTPpOOHOE BMeluaTesb-
ctBo. Eciu mocpouroe ponopaspeliieHye Tpr
BOMASIHKE TUJI0MIA He TIPeATIPHHSITO, TO HeoOXo-
JIMO OCYHIECTBIIATD TLIATEIbHOE HAOMIONe-
HHE 34 COCTOHAHHEM MaTCpH, TaK KaK MOXET
pasBUTHCH TipesknaMmricud. [Tpu donbmx
pasMepax KpecTIHOBO-KOMIMKOBOI TepaTo-
MBI He0OXoaAMMO 0OCYIMTH BOIIPOC O POIO-
paspelleHH ITyTeM orepaiLry Kecapesa ce-
YeHUA TS TPeayTpesxIeHH] aHOMATHIT po-
JIOBOIT AesITeIbBHOCTH, pa3phbiBa OMYyXOJHA U
BHYTPHOITYXOJIEBOTO KPOBOM3THSTHHSI.

Drcnepumenmanvran mepanus. SKCIiepy-
MEHTAIBHAS Teparus Mpu OOJBITNX paszMe-
pax KpecTioBO-KOMUUKOBOI TepaToOMBI Mpo-
BOIMTCS JJIs1 KOPPEKIIMK BOJISTHKM T1oa | 3].
ITokazaHueM K BHYTPUYTPOOHOIH pe3eKIuu
KPeCTLOBO-KOIMYUKOBOI TEPATOMBI ABIAET-
C$1 HAJTWuKe BOISHKH TUTONA TIPHU OTCYTCTBHKA
THNepTeH3UH Y MaTepu. DTy OfepaLuio clie-
JIYeT TIPOBOIMUTE TOMBKO B CITELMATM3HPOBAH-
HBIX LEHTPAX, HMEIOLLIUX OITBIT BHYTPHYTPOO-
HOM XUPYPIryu.

Teopernueckum 000CHOBAHUEM TTPOBE-
JeHus MmogoOHOM orepauiy IMpH HeMMMYH-
HOI BOIAHKE TITONA ABIACTCA MpeKpallcHue
apTe pUO-BEHO3HOTO LIYHTHPOBAHUA B Kpec-
TLHOBO-KOIMUYUKOBOI TepaToMe, TIOYYAIOIIei
KPOBB U3 CPEIUMHHONM CakpalbHOU apTepHH
WU BeTBeH BHYTPEHHMX TMOJIB3AOMIHBIX ap-
Tepuid. 14 5TOro MpUMeHAIOT 3HI0CKOIMHA-
YECKYI0 JIa3epHYI KOAryJsilHi OCHOBHOM
apTepuH, MATAIOIIEN KPeCTIIOBO-KOMIMKO-
By10 TepatoMy [8]. HekoTopeie aBTOpEI TpH
KHMCTO3HOM CTPOEHUH TepaTOMBI pEKOMEHLY-
10T TIPOBOIUTD €€ ACTHUpaImio [9].

V HeKOTOpBIX IIOHOB ¢ KPeCTiIOBO-KOTI-
YMKOBOW TePATOMOM ITPH TMHAMWYECKOM HA-
OmoneHH MOXeT 0OHapYKUBATHECH BHYTPH-
OITyXOJIeBOe KPOBOTEUEHHE, YTO MPOABIIdeTCH
MpU YABTPA3IBYKOBOM UCCIEAOBAHUM M3Me-
HEeHMEeM 3X0TeHHOCTH TepaToMHl. [losiBneHue
THUIIe P3XOT€HHOM CTPYKTYPBI CBUIETeTbCTBY -
€T O HeJlaBHeM KpOoBOTeYeHWH. B 5THX ciry-
Yyasgx MoKas3aH KOpIOLEHTe3 JUIA IMarHOCTH-
KW AaHEMHUH € TIOCIEAYIOINUM [ePEeTNBAHUEM
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KpPOBH 01 BOSMELIEHHWA KPOBOIOTEPH U ITPO-
JIOHTMpOBaHHA OepeMeHHOCTH.

Jemckas xupypeus. [lepen orniepativieit s
TIOJTHOM OLIEHKH KPECTLIOBO-KOITIUKOBOM Te-
partoMbl M HCKIIOYEH WA METACTA30B IOKAa3aHa
KOMITBIOTEpHAS. WK SAEPHO-MArHATHAA TO-
morpagusi. OOBIYHO OMepaTUBHOE JieueHHue
OCYLIECTBIISIOT B MEPBbIe HENEJIU XHU3HU.
B xoz1e orepariiii gaitie BCero rpoM3BOIAT MO~
HYIO PE3EKLIHIO OIMYXOIH, BKITFOUAd KOITIMK. Oc-
HOBHOI TTPHYHMHOI OIepPallMOHHEIX OCJIOXKHEe-
HHH SIRIAETCH KPOBOTEUEHHE, KOTOPOE MOXKET
OBITE BeIpakeHHBIM. [TpH MOJTHOM yIaeHHH
JOOpOKaUYeCTREHHON KpPeCTLIOBO-KOTTUHKOBOIA
TEPATOMBI ITPOrHO3 OIATOITPUATHBIIA, TIPU PELIH-
JWBe 3I0KAYeCTBEHHOI — HeOnarormpHs THbII.
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BUPYC KOKCAKH

Onpedeaertue. Bripyc Kokcaku — oIMH U3
SHTePOBUPYCOB, KOTOPBII MOXET BBIZBIBATH
3ab0JIeBAHUE Y YeJIOBEKA.

Karaccupuranus u eupycoaozus. SuTepo-
BHUPYCHI YeJIOBEKA BKJIIOYAIOT MOJTHOBUPYCHI,
Bupyc Kokcaku A (24 aHTUreHHBIX TUIIA),
Bupyc Kokcaku B (6 aHTHreHHBIX TUIIOB) U
5XOBUPYCH (34 aHTUTeHHBIX TUMA). Bce 5H-
TepOBUPYCHl MMeroT ofHy crmpans PHK u
oTHOCATCH K ceMeiicTBy Picornaviridae. BH-
TEePOBUPYCH OTHOCUTENILHO CTAOMIBHBI W
MOTYT COXPAHSITh XU3HECITOCOOHOCTh B Teue-
HHE HECKOJIBKHMX JHEH MPH KOMHATHOM TEM-
nepartype, XoTd ObICTPO MHAKTUBUPYIOTCH
TPH TOBBILIEHHON TeMIIEpaType.

Ilymu pacnpocmparenus. OCHOBHOI TTYTh
nepefayy SHTepOBHPYCOB OT YesioBeKa K ue-

JIOBEKY (peKanbHO-0paibHbIN, pexke — pecliu-
paTtopHsIii. BeposSTHEIM MCTOUHUKOM 3apa-
XEeHUS MOTYT CIIYXKHWTh IUiaBaTe/ibHble 0ac-
celiHbl. CaMblii pacipocTpaHeHHBIM MyTh —
BHYTPHYTpOOHOe MH(GHUMPOBAHUE TI0MA
OOJIEHOI MaTEPBIO C TTOCHEAYIOLIIAM PaCITpo-
CTpaHeHHEeM BO30OYAUTENSI OT HOBOPOXIEH-
HOTO K HOBOPOXIEHHOMY.

Tlepunamaavroe pacnpocmpaneriue. J10Ka-
3aHO, 4TO BUpYc KOKCcaku ronamgaet oT Ma-
TepU K IUIOAY TPAHCIUIALIEHTAPHO B TPeTheM
TpuMecTpe GepeMeHHOCTH. BHYyTpuyTpoOHOE
MH(}UIIMPOBaHIE BTIEPBOM U BTOPOM TpHMe-
CTpax BCTpeYaeTcs 3HAYUTENIbHO peXe W B
OCHOBHOM KacaeTtcs rnepefaum Bupycon Kok-
caku B2, B3 u B4. Bocxonsiiuii myTs MHpH-
[IUPOBAaHWs TUIO/A MPH TOPAKEHWH TIPSIMOIA
KMIIKH WK BJIATATHINA MaTepH NpeJicTaBIsa-
eTCH MaJIoBEpOATHBIM. B HacTosiiiee Bpems
HeT JOCTATOYHBIX OCHOBAHWI TTPe/IITONaraTh,
yTo MH(pMIHMpoBaHue BUpycoM Kokcaku npu
OepeMeHHOCTH TTPHBOIMT K €€ TIpephIBAHHIO.

Heonamaavnvie npoaeaenua. COrJIaCHO
JIAHHBIM JTUTepaTyphl, TIPOSIBICHUS HH(UITH-
poBaHMs BHpycoM KoKcakil y HOBOpOXIeH-
HBIX MHOTOUMCIIEHHBI M B OTTpe/IeNIeHHOM CTe -
MeH 3aBUCAT OT TWNa BUpyca. Harpumep,
vuHUIIMpoBaHHe BHpycoM B5 BEI3BIBaeT
JMXOopaaKy, rmopaxeHue Bupycamu B2, B3,
B4 — centiyeckoe cocTOsiHHE W MEHHMHTHT.
B HEKOTOPBIX CIyYasX AMarHOCTUPYIOTCS BH-
edaluT U KOXHbIe MposBiaeHus. Bupyc
Koxcaki MoxeT OBITh OMHOI M3 TTPHUIHH HEO-
XKUITAHHOIM CMepTH HOBOPOXKIEHHBIX.
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Ocuoenvte npunyunovt ouaznocmuru. B
OOJIBIIMHCTBE CAYYaeB JMAarHo3 SHTEPOBH-
pycHOI HHGpEKIMH CTABUTCS JIMIID TIPeJITo-
JioxkuTebHO. CrenyeT YIUTHIBATh, YTO TIMK
5THX 3a00J1eBaHW ITPUXOAMTCS HA JIETO M OHU
YACTO COTPOBOXKIAIOTCH KHILIEUHBIMH pac-
cTpoiicTBaMu. K coxalneHWIO, ¥ B3pOCIbIX
SHTepOBHPYCHAsI UH(EKIIHS He UMEeeT CIIeL -
(uuecKoi KITIMHUYeCKOI KAPTUHEI M BO MHO-
THX clyyagx nposipigercs cyddeOpHIbHON
TeMIIEpaTypoil. D10 3ab0IeBaHHE UMeeT KO-
POTKMIT MHKYOALIMOHHBIN MepUO, TTO3TOMY
yKa3aHHue HA TIOBBIILIEHHE TeMTIepaTyphl 3a 1 —
2 HeJ IO pOMIOB JOJDKHO HACTOPOXHUTE Bpaya
OTHOCHUTEJTEHO BO3MOXHOI 3HTE pOBUPYCHOI
WHQEKINN Y HOBOPOXIeHHOro. Crietnm-
YyecKasl JIMarHoCTUKAa BO3MOXHA TOJILKO [MPH
HEIoCpeaCTBEHHOM BBIIENEHHWH BUpyca W3
KYNBTYPBl TKaHel, 4yTo TpedyeT HeCKOMBKUX
JHel. CepollorHyecKWii MeTo JaeT OTBeT
TONBKO 4epe3 2—4 Hen, TpeOyeT UNCTOI
KOHBAJECIIeHTHOI CHIBOPOTKH, A MHOTO00pa-
3He TUIOB BUPYCOB JeNaeT 3Ty peakiuio rpo-
MO3IKOIA M Hey100HOM B KIIMHUYECKOM IMpakK-
TUKe. CylIeCTBYIOT U JIPYIide MeTObI JIUATHO-
CTUKW, HATIpUMEp, TIONMMMepa3Has 1ermHas
peakuus (PCR), a taxcke ¢epMeHTHBEI HM-
MyHocopOeHTHBIH aHai3 (ELISA), KoTophle
TpeOYIOT MEHBLLIE BpeMEHH, YeM KYJIETUBHPO-
BaHue, 00Ja1aloT BBICOKOI YyBCTBUTEILHO-
CTHIO ¥ crIelTMUUHOCTHIO. B mocTaHoBKe 11-
arHo3a rnoMoLb MOXeT 0Ka3aThk U MCCIelo-

BaHWE CBIBOPOTKH KPOBM HA TMPUCYTCTBUE
cniendmyeckux IgM-anTarern.

Jevenune. CriernpruecKoro gedeHus: He
cyiectnyeT. [lopaxkeH1e B HeOHATATBHOM TTe-
pHOIE CYLLIECTBEHHO XYXKe, UeM 3a0oNeBaHue
B3POCJIONO YeJIOBeKa, MOCKOJBKY Y HOBOPOX-
JIEHHOTO MMMYHOJIOTHYUeCKasi peakiivs (BbIpa-
OoTtka cnerpUeCKIIX AHTUTEIT) CHIDKeHA. Dd-
(hbeKT OT MpUMEeHEHHSI YeTOBeYeCKOro MMMYHO-
I00Y/IMHA BapBUPYET B IMMPOKHX Mnpenenax [1].

Ilpopuraxmuxa. B HacTosilee BpeMs
MpoBe/ieHUe BAKLIMHALIMK TPOTUB SHTEPO-
BHPYCOB, TaK e KaK U MPOTHUB TMOJHOBHUPY-
COB, He rpoBoauTcd. [laccuBHaAs UMMYHU-
3alUsl UMMYHOTJI00ynuHOM 3¢ (peKTUBHA
TONBLKO MpoTuB BUpyca Kokcaku B B mpodu-
JIAKTUYECKHX LIEJIAAX, MOCKOJIBbKY YeNioBeyec-
KHi1 MMMYHOIJIOOYJIMH COIEPKUT IOCTATOY -
HO€ KOJIMUECTBO AHTUTEJ K 3TOMY THUITY BHU-
pyca. CremyeT MoaUepKHYTh, YTO OOJbIIOe
3HAYEeHUe UMeeT 00paboTKa pyK Bpaya repe
paboToii ¢ Kaxapim pebGeHkom. HoBopox-
JIEHHEIE € TTO03peHeM HA SHTEPOBUPYCHYIO
WHPEKITUIO A0IDKHEI OBITH M30IHPOBAHEL.

CITUCOK JIMTEPATYPBI
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Clin. Infect. Dis. 1995. V. 20. P. 1201 -1206.

HUTOMETAJTIOBUPYC

Onpedeaenue u eupycoaoeus. Lluromerano-
BUpycHad nHGek s (LLMB) BbI3bIBAETCSH BU-
pycoMm 13 ceMeticTBa Herpes, MMeIONINM fBe
crmpand JJHK. Coe HazBaHMe BHpPYC IOy~
YT B CBA3M C YBEJIMUEHHEM B pasMepax ropa-
JKEHHBIX KJIETOK M [TPUCYTCTBHEM B HUX XapaK-
Te pHBIX BHYTPHSIIe PHEIX U IIUTOTLTA3MATHIEC-
KX BKmodeHuit. [IMB nopaxaeT TobKo ye-
noseka. Uupuumposanue [IMB moxeTt
MPOUCXOAUTD IMPU TPYTHOM BCKapMJIMBAHHU
3apakeHHBIM MOJIOKOM, KOHTAKTE C Tperapa-
TamM¥ M3 UHQUITMPOBAHHON KPOBH WIIN [IPU
MOJIOBBIX KOHTAKTAX ¢ HOCUTEJISIMU BHpYyCa.

Js LIM B mH(eKIHH, KaK Y 111 Beero ceMeii-
c¢TBa BUpycoB Herpes, XapakTepHO JIATCHTHOE
TeyeHre. 3aboeBaHne MOXKeT 000CTPHTHCS
pyu OepeMeHHOCTY WJTH TP JIEYeHUH UMMY-
HonernpeccanTaMu. LIMB gBigercsd onHoi U3
CaMBIX PacIIpOCTPAHEHHbIX BHYTPHYTPOOHBIX
WH(pEKI1 1 BBI3BIBAe T HAMOOBIITNI MHTePec
TIepUHATOJIOTOB C TOYKH 3peHHs JTMaTHOCTH-
KM, Tepariu, 1 ITPOrHO3HPOBAHKS MICXOMIA.

Anudemuosoeua. Y 50—85% GepeMeHHBIX
TIpH CEPOJIOTHUECKOM OOCIe0OBAaHUN BBISB-
Jsitorcs antureHsl K 1M B, nipu sTom Han-
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BHYTPHYTPOLHEIE HHMEKIIHH

OOJIBILIAM YACTOTA PETMCTPUPYETCH Cpeii Ma-
IIMEHTOK ¢ HU3KKMM YpoBHeM Xu3HH [1]. Bo
BceM MHpe ToNbKO 1—2% XeHIMH TiepeHo-
cAT ocTpyto e ppuuHyIo LIM B nndexino Bo
BpeMs OepeMeHHOCTH. CnemyeT OTMETHTh,
yTO B OONBIIMHCTRE clyyaeB 3abolieBaHue
MaTepu rporekaeTr deccumirtoMHo [2]. [pu
CUMTITOMHOM TeUeHUH OTMeUaloTCsi TTPHU3HA-
KM, CXOXI1e C MOHOHYKJTE030M M XapaKTepH-
3yIolHMecs MepuoIM4ecKUM TMOBBILLIEHHUEM
TEMIIEPATYPHI, KOTOpOE IMpoJIoJTKaeTes Ao 3
Helellb M COTIPOBOIKAAETCS COHIMBOCTHIO,
OOIIMM HeOMOTaHNeM M M3MEHEHHUsSIMH B
KPOBH, aHATIOTMYHBIMM MOHOHYK/TE03Y.

Hudpunuposanue naoda u nosoporcoennozo.
LIMB — camasi pacripocTpaHeHHAsI BHYTPH-
yTpoGHasi BUpycHas vHdekuug. Okono %
HOBOPOXJIeHHBIX nmopaxeHsl LIMB, xot4
b y 10% W3 HUX IPU pOXKIEHUHM HMEKOT-
C$1 KIMHWYeCKHe TIPU3HAKA HHPUIIMPOBA-
Hus |3]. Bpoxaentas LIMB unagexis Mmo-
XeT OBbITh Pe3yJIbTATOM OCTPOro MepBUYHO-
rorpoleccay Matepy WM 000CTpeHUs Xpo-
HUYeckKoi uHdekuUKu. OCTpLI MpoLecc
yalrie MPUBOAMT K CUMIITOMHBEIM (hopMam
3aboreBaHns v HOBOpoXaeHHoro. YacroTa
BHYTPHYTPOOHOTO HHPULMPOBAHKA MOCIE
ocTpoit dopmbl y MaTepu cocTapiiget 30—
40%, a mocne obocTpeHHUS XPOHUYECKOTO
mporiecca — ToIpKo (% [4].

Kaxk npu ocTpoit, Tak U rpu obocTpeH
XpoHuueckoit opmel LIMB vHbekm BU-
PYC MOXeT IMOMACTh K IUIOAY TPaHCIUIALIeH-
TAPHO, & TAKXKe TPU MPOXOXKIEHUH [0 po-
JIOBBIM TIyTsIM. HOBOpOXIeHHBII MomydaeT
ero ¢ MOJIOKOM MaTepH WIM MpH IepeniBa-
HWW HHQUIMPOBAHHOW KpOBU. CHMITTOM-
Hasa ¢dopma LUMB undexkuun y nioaa mpo-
TeKaeT ¢ o0mmMMH M JIOKATbHBIMHU TIPH3HA-
KaMmu, Haubolee YacTIMU M3 KOTOPBIX $IB-
JISAOTCH  TeTeXUalbHble BBICHIITAHMS,
TeTaTOCTIIEHOMETAITHS , XXeNITyXa, MUK POIIe-
damus, 3anepxka BHyTpUYTpOGHOTO pa3BH-
THS, TIAXOBas TPbIKa Y MATBMMKORB, XOPHO-
PeTUHMT, BHYTpUYepelTHble KATbIM(PUKATHI.
ITocneaHue MOTYT HOABAATHCS B JTIOOBIX y4a-
CTKAaX TOJIOBHOTO MO3ra, OJHAKO Haubonee

YacTO AUATHOCTUPYIOTCS B TIEPUBEHTPUKY -

JpHBIX obnacTax. [Tpu ucciiefoBaHUU Kpo-
B OTMeYarTcHd IMOBBIUEHHbIE YPOBHH
TpaHcamMuHa3, CHIMpyOHHA, CHHUXKeHHe re-
mMornobrHa U TpomOoIMToneHus |5].

Oko7no TpeTH HOBOPOXIEHHBIX C CHMII-
ToMHBIMU hopmamu LIM B uHdeximm rnoru-
0aloT, a BEUKUBIIHE YaCTO CTPANAKOT 3a/iep-
JKKOW YMCTBEHHOTO pa3BUTHA, MOTePe CITy-
Xa, HAPYIIeHUSIMH PeuM, a TAKKe UMEFOT M3~
MeHeHH B HeBpOJIOTMUecKoM ctatyce |3, 6].
IMpy acumriromHBIX ¢popmax LIMB uHbpek-
LIMW Y pOBEeHb CMEPTHOCTHU HEBBICOK, OTHAKO
5—15% HOBOPOXIEHHBIX Te PSIIOT CITYX, MMe-
FOT 3a0epXKKY MCUXOMOTOPHOTO Pa3sBUTHA W
MUKpouedamio [3, 7).

Ocroenvie memoost duaznocmuru. OCHOB-
HBIMM MeTogaMM quarHocTukud [IMB uH-
(heKLMH y MaTe pH ABJIOTCH CEPONIOTHYECKIE
peakiLMK U IIpAMoe BhijesieHue Bupyca. Bbi-
spaeHue IgG-aHTuTeN JOCTYITHO MOO0I na-
OopartopuM, Torga Kak onpeneineHue lgM-
AHTUTEJI MHOTIA BBI3BIBACT HEKOTOPBIE MPO-
6nemel. Ceponormveckad peakuuvs Ha IgG-
AHTUTEJIA OCHOBAHA HA peakilMy HerpsMoii
reMarrtIIOTHHAIIMN MW HA (pepMEHTHOM MM~
MyHHOcopOeHTHOM aHammze (ELISA). Pes-
Koe rosbieHue THTpa IgG-anturen (B 4 U
Dosiee paz) MOXET CBUAETENILCTBOBATE 00 OC-
TpoM HH(}EKIMOHHOM TIpoliecce y MaTepH,
HO JIOCTOBEPHO 00 3TOM MOKHO CYIUTh TONb-
KO M0 CepOKOHBEPCHM B CEpUM MCCIIeI0Ba-
HUI1 HA NPOTsKeHWH OepeMeHHOCTe. BHe-
3armHoe BeigeneHue IgM-anTuTen ¢ UCMONb-
3oBaHueM MeToma ELISA npeanonaraet He-
JIAaBHO TepeHeceHHYI0 MH(pEeKIN, OJJHAKO
clleiyeT YUUTBIBATE, YTO 9TH aHTUTeNIa OCTa-
KOTCH B CHIBOPOTKE KPOBH B TeueHUe 4—8 Me-
CSILIEB TTOCTIe Havana 3a0oneBaHMs, UTO Jiefa-
€T HeBO3MOXHBIM TOUHOE YCTAHOBIICHHE
CpoKa OGepeMeHHOCTH, B KOTOPOM Havascs
uHbeKIIMOHHBII TTpolecc [6].

Tlpenamaavnas ouaznocmura. Kminuaec-
KHe TIPOSIBIeHUS BHYTPUYTPOOHOTO MH(H-
LMPOBAHUS Y IO/ B 3HAYMTEJILHOM CcTere-
HU KOPPEJIMPYIOT € [UTHTENIBHOCTBIO 3a0071e-
BAHUA Y MaTepH U KIIMHUUISCKOI KapTHHOI.
XapakrepHoii ueptoii LIMB undeximm sB-
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JIAeTCs CBA3h TAKECTH MH(PEKLIHOHHOTO T10-
pakeHWsd U paHHEro CpoKa BOZHWKHOBEHUS
3aboneBaHUsI, TIPA 3TOM YacTOTa TepuHa-
TATBHOI TPAHCMUCCHUM BEIIIIE TIPH TIOpaxe-
HWH B TPeTheM TpuMecTpe OepeMeHHOCTH |8].
[MepBruHag MHMeKII MaTepy Yallle BbI3bI-
BaeT TsOKeJble MOopaXeHUs Y I10[a U HOBO-
poxaeHHoro. JIluarHo3 BpoxaeHHoii LIMB
UHQEKIMHM MOXKeT ObITh ITOCTABJIEH HA OCHO-
BaHUM orpenesieHdd crienuguyeckux IgM-
AHTHTEN B IMyNMOBHHHOW KPOBH WJIH IPH BEI-
JIefleHWH BUPYCa M3 MOY.

[IpenatanbHas guarHoctuka LIMB wH-
¢eKiMM OCHOBBIBAETCH HA BBIAEIEHUN BU-
pyca W3 OKOJOTITOIHBIX BOJI, IMOJYYeHHEBIX
IyTeM aMHUOLIEHTE3A, Y TTALIMEHTOK € CEPo-
KOHBepcHei ipu 6epeMeHHOCTH WM ¢ KJTH-
HWYECKMMHU CHMIITOMaMM 3a0oieBaHMs
[9, 10]. Cnenyer MOMHUTE, YTO OOHApPYKe-
HIe BHpYCa B BOJAaxX He o3HavaeT obd3aTeNb-
HOTO KJIMHUYECKOTO TIPOSIBIEeHN UHpEK-
LUK Yy HoBopoxaeHHoro | 11]. VabTpaseyko-
BOe MCCleloBaHKWe TTOMOraeT BhIIeIUTh 1a-
LIMEHTOK, HYXAAIOLIMXCH B TIPOBefleHUH
aMHuoleHTes3a. [1pu rmoo3peHun Ha BHYT-
puyTpoObHOe MHpUITHpOBaHME HeOOXOTUMO
obpalate BHUMAaHUe HA TAKHe TPH3HAKH,
KaK BEHTPUKYJIOMETranusd, MepuBEHTPHKY-
JISipHBIE KanblM(HUKATB, HEMMMYHHAas
poasiHka |12, 13], HaaMuMe KOTOPBIX Koppe-
JTHpyeT ¢ HeOMaronpusTHEIMU TiepHHATATb-
HBIMU McxoaMu. [Tpu rpoBeieHUH 3Xorpa-
(GHUUYECKOro MCCIIEIOBAHMA CIIe/IYeT YIYUThI-
BaTh, YTO OTCYTCTBHE KAKUX-JIMOO M3MeHe-
HUIl He MCKITIoYaeT MHQEKIMIO Yy TUoaa 1
HOBOPOXIEHHOTO, XOTS B 3THX CITyUastx Ioc-
Jie poKIeHU Y ieTel, Kak MpaBuiIo, KIUHK-
YeCKUX MpOosABIeHUN 3a00neBaHUs He ObIBa-
et (8,9, 12, 13].

KopnoueHres npuMeHsIeTCs IS TIOMyde-
HU4 TUTOIHOM KPOBHM M BBIIEIEHUA M3 Hee
crienumueckux IgM-aHTHUTeN. STOT METO
MeHee YYBCTBUTENEH, YeM HCCIIeIoBaAHNIe
KYJIBTYPHI KJIETOK AMHUOTHYECKOI XUIKO-
cti i aHamaz JIHK myre M momimepasHoii
uerHoit peakyu (PCR). IporHoctudeckoe
3HAYEHWE TAKUX [TPOSIBIeH I BHYTPUYTPOO-
HOTO MHQUIIMPOBAHKS, KAK aHEMUS, TPOM-
OOIUTOIIeHUSI, U3MEeHeHUs TMeYeHOUHBIX
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¢epMEHTOB IUIOJA JI0 CHX TTOP OcTaeTcs He-
BBISCHEHHBIM | 14—18].

Jevenue. B HacTogiee BpeMs He Cylle-
CTBYeT CiellM(PHYeCKOoro JIeueHus sl Ge-
pemeHHbIX ¢ LIMB undekumeii. JleueHue
HOBOPOXIEHHBIX 00BIMHO BKIKOYAET IPOTH-
BOBHPYCHBIE TperapaThbl, TAKHE KaK HI0K-
CypMAMH, apabHMHOCUIIIMTO3UH, apabuHO-
cuiageHuH, raniukaosup [19]. IMocneanue
JIBA Mperapara UCIob3YIOTCS UM JIeueHUd
LIMB petunutoB y BUY-unduumponan-
HBIX TTAllMEeHTOB. 3HAYeHWe AHTHBHUPYCHBIX
MPEerapaToB BJieYeHHHU ACUMITTOMHBIX (hOpM
LIMB vH}pexmm I0 CHX TTOP OCTAETCS JINC-
KyTabeIbHBIM.

Koncyavmuposanue. I lepyHaTanmbHOE KOH-
cyneTHpoBaHue rnauueHToB ¢ LIMB uHpek-
Meil — OYeHb CJIOXKHAA 3ama4a, MOCKOJIbKY
3TOT BUpPYC TIOpaXaeT pa3Hble OPTaHBI M CHC-
TeMbl, HO B OOJIBIIMHCTRE CJTYYIAaeB BhI3BIBAET
ACUMITTOMHOE TeueHue 3abosieBaHus. MH-
(eKIIMOHHBIH TTpoLiecc TpH OepeMeHHOCTH,
MpOTeKAKOIMil 6eCCUMIITOMHO, HEpeaKo
TIPUBOAMT K TSCKEIBIM 3a00NeBaHUAM M 3a-
JepKKe YMCTBEHHOTo passuTus mereii. Ho-
BOPOXKAEHHBIE, HE UMEIOLIME APKHUX KITMHHU-
yeckux Tpossnennii LIMB wHdekimm, Mo-
TYT UMETh TsiKeJbie opaskeHusi. CepoJioru-
YyeCcKWil CKPUHUHT, HarpaBlIeHHBIM Ha
BEIABIEHHe OCTPBIX (hopM 3ab0JieBAHU, He-
3(p¢eKkTHBEH, a BblICIEHUE BO3OYIHTENA U3
AMHHOTHYECKOH XMIKOCTH He HMeeT 00b-
1IIOTO TTIPOTHOCTHYeCKOTO 3HadeHs1. JlocTo-
BEPHBIX YJIBTPA3BYKOBBIX MPH3HAKOB BHYT-
PHYTPOOHOrO HH(pHUIIMPOBAHHS He CyIle-
CTBYET, MMO3TOMY HOpMATBHAA 5Xorpaduyiec-
Kasi KapTHHA He MO3BOJISIIOT UCKITIOUNUTH
WH}EKIMOHHOe TIOpaXeHKe TJI0NA.

lpoguraxmura. K coxaneHuio, npeioT-
Bpatuth [IMB uHbeKIMIo, Tiepeaatonyrocst
TIOJTOBBIM TTyTeM, HeBo3MoxHO. HecMoTpsi Ha
TO, YTO HOBOPOXKIEHHBIH MOXeT MHPHULIMPO-
BaThCs MPU IPYIHOM BCKapMIMBaHMU, MHO-
TOMHCIIEHHBIE MPeUMYIIECTBA KOPMIIEHUS
TPYbIO TIePEREITHBAIOT HU3KWI PHCK BO3-
HUKHOBeHMUs cuMmnToMHO¥M LIMB mnHdexk-
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. TpaHchy3HOHHBIE 3apakeHUd MOTYT
OBITE MPeIOTBpALIEHBI TILATEJIbHBIM CEPOJIO-
TUYECKUM KOHTPOJIEM 3a TepesiiBaeMbIMH
npernapataMu Kpou [20].

TeopeTuueckuii pricK MHQUIIMPOBAHUA
IIUTOMETATIOBHPYCOM TePCOHANIA HEOHATAb-
HBIX CTAllMOHAPOB M TPAHCIUIAHTAIIMOHHBIX
CIyx0 aHAJTOTHUYeH PUCKY BO3ZHWUKHOBEHUS
3aboneBaHud y repcoHasa JIpyrux oTaene-
HUIA. B 1eniomM yacToTa CepOKOHBEPCHU B o/l
cocrapiser He Oonee 1-2%. 3aboneBaeMOCTh
LIMB vn(eki1ei MOXHO 3HAUUTEITLHO CHH -
3UTh [IPU COOMIOOSHUWI TIPABKUIT JIMUHOI TH-
THEHBI.
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BUY-UHO®EKLIUA

Onpedeaernue u snudemuonoeun. CITA]JI
BBI3BIBAETCS BUPYCOM MMMYHOIe(PHUITUTA Ye -
noseka (BUY), koTopelit oTHOCHTCS K MO -
BUAY lentivirus ceMeicTBa retrovirus 1 uMeeT
2 mura: BUY-1 u BUY-2. B HacTosee Bpe-
M BUY-uHdexmsg ctaHOBATCS OOHOM W3
OCHOBHBIX TIPUYMH THOETH XEeHIIHH Perpo-
JIYKTUBHOrO Bo3pacta. Cpeid HerpUTSIHCKO-
ro HaceJIeHWsl OHA CTOMT Ha MepBOM MecTe
KakK TpHUYHMHA CMEPTH XeHIIMH B BO3pacTe
25—44 net, a cpenu Oenoro HaceIeHUs 3aHM-
MaeT 5 mecto [1].

C 1988 1o 1994 ron HauoHasHOM aHO-
HUMHOI ceponoruueckoi BHUY-ciyxk60ii
CILIA GpL10 3aperucTpHPOBAHO BO3pacTaHle
yacTtoTel BUY-uHbMIMpoBaHus cpemu 6epe-
MeHHBIX [2]. CpeHasa YacToTa COCTABIACT 1 —
2 cnyyas Ha 1000, HO B HEKOTOPBIX IPYIIAX
prcka oHa gocturaeT 1%. B 1994 romy s CILIA
u Ilyspro-Puko okono 6500 meteii 6u1mn
poxaensl BUY-uHGUIMpOBAHHBIMHA MaTe -
PAMU, MPH 3TOM HauboJbllee KOJIMYEeCTRO
HabmoeHHil ObUIO OTMEYEHO Cpeii Herpu-
TSHCKOTO M MCTIAHCKOTO HaceneHus B Ba-
mmarTone, Heto-Hopke, ®nopune v Heto-
Hxepcu [3]. OcHOBHEIE TIPUYHHBI 3apaxe-
HMS — BHYTPMBEHHBIE MHBEKI[UH W TeTepo-
CeKCyabHble KOHTAKTHI.

Teuenue zaboreeanusn. Bupyc MMMyHOIe-
¢GHULMTA BCTPAUBAETCS B TeHOM YeJIOBEKA C
TOMOIIBIO (hepMeHTATUBHBIX CHCTeM. Bupyc
nopaxaeT KJIeTKU TIPeUMYIIIeCTBEHHO ITyTeM
BHeapeHus CD4 aHTUreHOB, MpH 3TOM B
Oonbleil cTereHH CTPaJaloT JTMMQOLUTHI,
Makpodary, KIeTKu HEHTPATBHON HePBHOM
cucTeMbl U raneHTsl. BUY-mHbekisg Ob1-
CTPO MPHBOIMT K BHPEeMUH, Pe3KOMY CHUXe-
HHIO UMMYHHTETA U TTOTepe COMPOTUBITIEMO-
CTH K 000U npyroi MHg ek, HaripuMep,
K TTHEBMOHWM, TOKCOTLTA3MO3Y, a TaKXke K
AKTUBU3AIMY HEOIUIACTUYECKHX TIPOLECCOB
(capkoma Kamoium, pak meiiku MaTtki). Jlu-
arno3 CINTH/1a moxeT ObITh 3a110103peH TIpH
BBISIBJIEHUU [MepevYrCc/ieHHBIX 3a00eBaHuii
VI TIpW YMEHBIIEHUH YHACTa TUMQOILIHTOB
B KpoBu MeHee 200 B | cM® KpoBH.

B HeKOTOpBIX CIyuasx repBHYHOe HHPH-
LI pOBaHUe TpoTeKaeT OeCCUMITTOMHO, HO
MOTYT BCTPeYATBCS TAKWE COCTOSHMWS, KaK
MOHOHYKJI€O3HOITOJOOHBII CHHIAPOM M acer-
THYECKHI MeEHUHTUT. AHTUTENA K BUY BBI-
SIBISIIOTCA B TeueHKe 6— 12 HeJl rocie uHGpH-
LIMPOBaHUS. 3a MePUOJIOM CEPOKOHBEPCHIA
clieryeT oueHb BaprabeIbHbIIA 10 ITPOIOIIKM -
TEeJILHOCTH JIATEHTHBIH MEPUO/, TO ECTE IMTPO-
MEXKYTOK MeXIy TepBUYHbIM UH(pHUITMPOBA-
HHEM M pa3BepPHYTOM KIMHUYECKON KapTh-
Hoi CITHU/a. B cpenHeM JMaTeHTHBIA Tepy-
on e 11 ner.

BHY-uncpexyus 6 HeonamaavHom nepuode.
V neteii c BpoxxneHHoi1 BUY-uHdekimeii 3a-
OoJsieBaHMe pa3BUBAeTCHd 3HAYUTEIIBHO ObIC-
Tpee, 4eM y B3pociibiX. ¥ 20% HOBOPOXIeH-
HBIX, UHHuMpoBaHHBEIX BUY, Kmiumaeckas
kaptuHa CITH/la mosiBnsieTcs B TeueHMe rep-
BOIO IOJla JKU3HHU, 3aTeM pasBUTHe 3a00J1eBa-
HHA 3aMeIsieTCs] M IoCTeIleHHO ITpOTrpeccH-
pver B TeueHue 4,55 et |3, 4]. HoBopox-
JIeHHbIe MHQHUIHMPYIOTCS MO0 BaHTeHATATh-
HOM repuoze, mido Bo BpeMsa pojon. B 40%
ciiyqaeB MH(pEKUMA MOrnagaeT B OpraHusm
pebeHKa ¢ MOJIOKOM MaTepu.

Tlepunamaavroe pacnpocmpanenue. B oc-
HOBHOM JieTH 3abonesaror CITHU oM mocne
KOHTAKTa ¢ 60npHON MaTepbio. [1o JaHHBIM
EBponefickoro KonnadopaTUBHOTO UCCIeI0-
BaHus1, OobHAs MaTh HHQHUIKpPYeT pebeHKa
B TMepHHATATBHOM mieprone B 14% cnydasx.
JlaHHble ahpUKaHCKMX HMCCleioBaTesieii cy-
LIECTBEHHO OTIIMYAIOTCA: COMMAcHo MX pado-
TaM, 3TOT MoKa3zaTeNnb gocturaeT 40%, a B
cpemHeM oH paseH 20—30% |6, 7]. 3aGoneBa-
€MOCTh HOBOPOKIEHHBIX TeM BBILLIE, YeM TS-
xesee (popma 3a00MeBaHHs Y MaTepH U BbIILIe
TuTp BUY-auturen. O BO3MOXHOCTH aHTe-
HATATbHOTO WH(MUIIUPOBAHUS CBUAETENh-
CTBYIOT MHOTHe (hakThl. MlccnenoBaHms ¢ Mc-
T0JTb30BAHMEM METO/A TIOJIMMepPa3HoM 1ier-
HOI peakin IOKA3aJIH, YTo yke B 12 Hep Ge-
PEMEHHOCTH TUIOJ Y MAIMeHTKH, CTPaIato-
meit CITU/1oM, MmoxeT OBITH mopaxeH |8].
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Hccenenopanidg nyrnoBMHHON KpOBU B Oonee
Mo3HHe CPOKH OepeMeHHOCTH HA coflepKa-
HHe p24 aHTUreHa TaKxKe MPOoAeMOHCTPHPO-
BaJI BO3MOXKHOCTb TIPEHATATILHOTO 3apake-
Hus |9], omHako no 20 Hepn GepeMeHHOCTH
TNPU3HAKHU BHYTPUYTPOOHOTO MHQpHUILIMpOBA-
HH BBISBISIOTCS TUIIb B 30—50% Habmone-
Huii [ 10]. [1pu pomopaspeliieHAM ITyTeM OTie-
paiuu KecapeBa ceuyeHUsI B ITAHOBOM TTOPSI-
Ke TIpH 1IeJIOM TUIOHOM ITy3bIpe JO Havyasa
PONOBOM AeATENBHOCTH Y HOBOPOXIEHHOTO
MOTYT OBITH BhIsIBJIeHBI TTpr3HakKu BUY-mn-
dunmponsanus. CyllecTBYIOT J0OKa3aTeJIb-
CTBAa W MHTPAHATAIbHOTO 3apaxeHus. Ha-
TpUMep, TIpH JBOMHAX TMePBBIl MT0I, KOTO-
PBIi KOHTAKTHPYET ¢ MATEPHUHCKO KPOBBIO
W COAePXHMBIM BJIATANMINA AOJbIIe, YeM
BTOpO#, MHpUIIMpyeTcs vare [11, 12].

Obcaedosanue. O6cnenoBaHe Ha BUY-
WH]EKITHIO IODKHO TIPOBOANTLCS BceM Depe-
MeHHBIM. [1peArnonoXxuTenbHBII ANATHO3
BHUY-uvHGPUIIMPOBAHKWA CTABHUTCS HA OCHOBA-
HUH BbIABIIeHH crienupuyeckux [gG-anTu-
TeJI TIPU CcepoJIoriueckoM obCelOBAHUA ¢
ucrionb3opanueM Tecta ELISA. ITTonoxurens-
Herid ELISA-TecT apnsieTcsi ocHOBaHMEM IS
TNPOMIOIIKEHUA OOCHeIOBAHNA, H €ro pesylib-
TAThI JOJDKHBI OBITH ITOATBEPKIEH bl MCCIIEIO-
BaHKeM Ha cofiepXaHue crelduiecKiix Br-
PYCHBIX aHTUT€HOB B CHIBOPOTKEe KPOBH. BhI-
sprneHue p24, gp4l v gpl20/160 aHTUreHOB
OKOHYATENbHO [MOATBEPXIAET NHATHO3.

CIIN /I sipnsetcst 3aboieBaHueM, repeaa-
IOLIUMCSl TIOJIOBBIM TIyTeM, TI03ToMYy Gepe-
MeHHBbIe ¢ mono3peHreM Ha BUY-undun-
pOoBaHKe JOJDKHBI ObITh TAKKe 00CIe10BaHbI
Ha Apyrue HHQEKIUOHHbIE 3a00JIeBAHUL: IO~
Hoperw, cupuIuc, XIaMuaIMo3, renatut B.
Hepenko BUY-mHbeKis coueTaeTcs ¢ Ty-
OepKyIe30M, ITO3TOMY MAIlMEHTAM TI0KA3aHO
rnpoBeeHue KoxXHoM PPD-1ipobrl. I1pu ro-
JIOXKUTeNbHOI Ipobe OepeMeHHBIe TTOMATAI0T
B TPYINY BBICOKOTO PUCKA TI0 PA3BUTHIO TY-
Oepkynesa W TpeOyloT npoBeaeHUs Mpodu-
JIAKTHYECKOIo Kypca JieueHus BO BpeM4 Oe-
peMeHHOCTH. C 5TOI LEJIbIO UCITOB3YIOTCS
H3oHMA3W 110 300 MT ¥ MUPHIOKCHH Mo 50—
100 Mr exxeTHEBHO.

KimHuyeckag kaptvuHa y BUY-uHpum-
POBAHHBIX OOJIBEHBIX YACTO OCITOXHAETCS TOK-
COITNMa3MO30M, B CBA3H € 4YeM HBOGXO,[[HMO
OIpeaeIaTh OCHOBHOI1 THTP aHTHUTEL, yToOHI
[MpH OTCYTCTBHUH CHMMIITOMOB TOKCOITJIA3MO-
33 He TTPOIYCTUTE a3y CepOKOHBEPCHHU.

Jlewenue. OCHOBHBIMH KOMITOHEHTAMM
Tepanun BHUY-undekiyu sBusioTcs Bak-
LMHBI, MIpernapaTsl, MO3BOJIIOLHEe MPeaoT-
BPATHTE WK BBLIEYUUTH COIMYTCTBYIOLLME MH-
(hexk1iM M aHTUBUPYCHBIE TIPETIAPATHL. | pH-
MeTonpuM-cyabpametrokcazon (TMP-
SMX) — 5T0 npenapar BelOopa He TOJBKO
JUTS JIeYEeHUS , HO W LA TIPOPMIAKTUKH TOK-
COTIIazMo3a U Apyrux 6akTe puaibHbIX MH-
(exuuii. TpaguiMoHHAasi cxema JiedeHusT —
150 mr TMX 1 750 mr SMX TpH pasza B Hell.
ITpu yecroiturpoctd K TMP-SMX anerepHa-
TUBHBIM IPerapaToM ABIAETCH a3po30Jib
neHTaMuaMHA (300 MT Ha MecsI1) WM Jan-
coH (100 mr 1 pa3 B geHb).

OcHosy nevennd BUY-uHdexumm nmpu
OepeMeHHOCTH COCTABJIET 3UILOBYIHH
(ZDV), 5dpdeKTHBHOCTE U 0e30MACHOCTh KO-
TOPOTO yXe XOpoIlo AokaszaHbl. bomee Toro,
MpUMeHeHH e 3TOTro MpenapaTa Bo BpeMs Oe-
pPEMEHHOCTH, POIOB U B IMOCIEPOIOBOM IepH-
Ofle CHMIKAeT TMepUHATAIBHYIO TPAHCMUCCHIO
¢ 25,5% no 8%. Bcem BUY-unduimapoBan-
HBEIM GepeMeHHBIM CIIelyeT TIPeIaraTh Jieue-
Hue ZDV B gozax 200 Mr per os 3 paza B JieHb.

ITomumo ZDV B HacTos1ee BpeMd TIpH
OepeMeHHOCTH MPUMEHSIIOTCS ellle 5 aHTH-
PEeTPOBHUPYCHBIX ITPeTapaToB: 4 aHAIOTA HYK-
JIEO3UI0B (IUAaHO3MH, 3aJUMTa0uH, CTaB-
JIVH, JJAMUBYIHH ) U HFHTHOMTOP IpoTeas cak-
puHaBup. Jlo cuxnop B CILIA v ipyrux ctpa-
HAX TIPOBOJSITCSI MYJIbTULICHTPOBEIE HCCTIe-
goBaHus 1o 3¢ GeKTUBHOCTH NPpUMeHEeHUS
pa3TUUHBIX 03 U COUETAHUIN M3BECTHBIX
Mperaparos, ek KOTOPBIX — Mogodpath orl-
TUMAJTbHBIe KOMOMHALMW JIEKAPCTB J7TS1 yBe-
JIMYeHUS MPOAOJIKUTENEHOCTH XU3HU B Y -
MHQUIIMPOBAHHBIX OONMBHBIX M YMEHBILIEHHS
MepUHATANIBHOTO pacrpoCcTpaHeHUd 3TOro
3a00JIeBAHMA.

HecMmotps Ha TO, uyTo ZDV 3amemnser Te-
yeHMe 3ab0eBaHMs Jaxe Y MalieHTOB ¢ KO-
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JdecTBOM JiMMGouuToB MeHee 500 B | Mm?
KpPOBH, €ro AeiicTBre JUMTCS He Oonee 1—2
JIeT ¢ MOMEeHTA HAJaja JieyeHus. Y MmalueH-
TOB ¢ ocTpbiMd opmamu BUY-undeximyum
ZDV yBenuuuBaeT MPOLOJIKUTEIBHOCTh
SKW3HM, TTpH 6€CCUMITTOMHOM TeUEHUH 3a00-
JIeBAaHUS U HOPMAJIBHOM KOJIMUeCTBe TMM(O-
LIMTOB BKPOBH 3(hpeKTUBHOCTH TPUMEHEHUS
3TOro Tpernapara criopHa. B mocnennem ciy-
yae HeoOXOAMMO BEIOUpaTh MEXIY MeJlJIeH-
HBIM TTporpeccupoBaHreM 3aboneBaHus U
BBIPAXEHHBIMH TSDKEJIBIMU MOOOYHBIMHA 3¢h-
deKTaMI, COMpOBOXIAOMIMMU rprieM ZDV.
CretyeT YIMTBIBATD, YTO YK€ OITUCAHBI CITy-
Yay TOJHON HEeYYBCTBUTEJIBHOCTH K 3TOMY
TIperiapary.

IHlepunamaavnas BHY-ungpexyua. B nep-
BBIX pabotax, nocesimeHHbIX CITH Ly, coob-
LIAJIOCH O pa3BUTHUH SMOPHONATHIA, XapaKkTep-
Hux 17151 BUY-mdexinm Bo BpeMs GepeMeH-
HocTH. bonee mozaHuie myOnuKammy oTpuiia-
0T HAJTYUe SMOpHONAaTHil, crietiipHYHBIX
JUTA 3T0r0 3a001eBaHM4 M TTPeIToNAaratoT, YTo
B paHee OIyOJIMKOBAHBIX MaTepHasiax coob-
1IA7T0Ch 00 M3MEHEHWsIX, pa3BUBAIOIITNXCS Ha
¢oHe CONyTCTBYIOLMX MHQEKI[HI, HallpH-
Mep, Tokcorasmosa u [LIMB.

Saxarouenue. Pazputie papMakoioruu
JlaeT OCHOBaHME HAJIESIThCSI, UTO TPHUMEHEHe
AHTUBUPYCHBIX ITPErapaToB IMO3BOJIMT B OJIU-
Kaliluee BpeMs LoOMBaTBCH CTOMKOT 0 B¢hheK-
Ta B JIEYEHHH, TO €CTh 3aMCIJICHMA ITpOoIecca
nepexona BUY-unduumposanus B CITHA/L.
PocT KyneTyphbl CeKCyambHBIX OTHOLLIEHMIA
MOKeT CYILIeCTBeHHO YMEHBLIMWTh YACTOTY 3a-
OoneaHu. KosidecTro ciyvyaeB MHGUIHPO-
BaHMsI MOXeT MOWTH HA YOBLIb TIPH MOTHOM
HVCKJTIOUEHHHN 3 CXeMEl JIeUeHHsI TTPeTapaToR,
MpHUMeHAeMBIX BHYTpHBeHHO. CambIit ¢ dek-
TUBHBIA 1TyTE 60peOBI co CITHUIoM, B TOM
YHCIE M C TMMapHHATAIbHBIM 3apa’keHMEM, —
paszpaboTKa METOMOB BAKIIMHALIUA.
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BHYTPHYTPOLHEIE HHMEKIIHH

ITAPBOBUPYC B19

Onpedeaernue. UenoBeuecKiii mapBoBHPYC
B19 — 310 ManeHbKHI1 BUpPYC C OMHOM CITH-
panbio JIHK, KoTophIii BEI3BIBAET MHOXKECTBO
3aboneBaHuii, HATpUMeEp, HHQEKIIMOHHYIO
sputeMy (0onesHb LIITHKKepa) Wiy AeTCKYIO
5K3aHTeMY. Y B3pOCHBIX STOT BUPYC MOXET
OBITH MTPHYMHOIT OCTPBIX APTPUTOB U aApTpa-
IUit, a TAaKXKe reHepaJu30BaHHOIo OTeKa U
BackyauToR [1—-3]. TTpy1 HATHIMH reMOTUTH-
yecKux 3aboneBaHMi, TAaKMX KaK CepIiOBUI-
HOKJIETOUHAS aHeMUsI, WA TIPH HApYILeHH-
AX B MMMYHHOM cTaTtyce INpucoeMHeHUe
3TO BUPYCHOW WH(DEKIHMH MOXET ITPHBO-
JIUTH K ATUIACTUUECKUM aHeMUsIM. CIeICTRU-
eM MH(eKI[MOHHOTO Ipoilecca ripu bepemeH-
HOCTH MOTYT CTaTh CAMOITPOM3BOJIBHEIE TTpe-
PEIBaHKA, HEMMMYHHAaA BOJIAHKA IUIoAa, TH-
xenasg deTanpHad aHeMWUA, MUOKAPIUT, a
TaKXKe MepTBOpoXaeHue [4].

Dnudemuosozus. Oxono 60% B3poOCIOro
HaceJleHUS UMeeT CeposiorHyecKye MposBIie-
HM4 IepeHeceHHOI BUpycHOM HH(peku B19
[5]. Uudexmsa MoXeT TpoTeKaTh OecCHMIT-
TOMHO MJIH HMeTh KJMHHYECKYI) KapTHHY,
CXOXKYIO ¢ TpHIIioM. MHora rmpucoe IMHAIOT-
CS KOXKHBI€ BBICHITTAHWA. [t feTell XapakTep-
HA pa3nTas Chillb B 00J1aCTH CKYI. Y B3poC-
JIBIX TTAITHEHTOR 3TOT CUMIITOM,, KaK TIPABIIIO,
otrcyTceTByeT. ChIITb MOXeT BBICTYIATH HA Ty-
JIOBHILIEe, KOHEUHOCTAX, ATOMMLIAX, TTOAOIIBAX,
MCYe3aTh U TIOSIBIIATHCS BHOBB, 0CODEHHO HA
(hoHe cTpecca, MpH riepeMeHe TeMIIepaTy pHO-
TO pexkuma, Mo JeHCTBHEeM BOMIblI M COTHEY-
HOTI'O cBeTa. APTPUTHI Yalle BCEro 3aTparuba-
10T QOJIBLIHE CYCTABBI (KOJIEHHBIE, JIOKTEBBIE,
Taz00epeHHbIe), OMHAKO B MPOLIECC MOTYT
BOBJICKATBCSl U MAbIbl. K rpymme pricka mo
3apakeHHIo BUpycoM B19 oTHOCHTCS Tepco-
HAJT LUKOJIBHBIX M JOLIKONBHBIX YUPeXKaeHWIA,
aTaKKe pOOUTENH JeTei, CTpagatolx 6oses-
Hbi0 llITHKKepa, ocobeHHO B repuoa 06o-
ctpeHus |5]. O6ocTpeHMA XPOHUYECKOI BH-
PYCHOM WH(pEKIIMN UMEIOT TeHAEHIIMIO K Ce-
30HHOCTH W BO3HHUKAIOT B OCHOBHOM 3UMOH W
BecHOH. B GONMBIIMHCTRE CITyyaeB BUPYC T1e-

penaeTcst BO3MYIIHBIM TiyTem. MHKyOamoH-

HbBII nepuon utes ot 14 go 21 gus. bonb-
HOI KOHTATHO3eH B TeueHHe Hefie I 10 TIOSIB-
JneHns ceimu. MHdeKIMoHHbI mepuo 3a-
KaHUYMBAETCH C IMOABJIEHUEM KOXKHBIX BBICHI-
rMaHuit. JIna, KOHTAKTUPYIOLIHe ¢ OONBHEBI-
mMH, 3aboneBarT B 20—50% cayyaesn [5].
UacToTta nepuHATaTbHOM TPAHCMHUCCHH CO-
crapisier ot 25 110 33%.

Teuenue 3aboaeeanus u npoenos. TeueHne
MAPBOBUPYCHOM MH(QEKIMH OTIpenesiseTcs
CIMOCOOHOCTHIO K BOCCTAHOBIEHMIO KJIETOK
SPUTPOLIUTAPHOT O 3BEHA OPraHU3Ma XO35HHA.
B MH(QUITIMPOBAHHBIX KJIETKAX IIPUOCTAHABIIA-
Baetcsi cuHTes JIHK, uto mpuMBOOUT K 5pMUT-
POLIMTAPHOM arlIa3ui, OJHAKO 3TOT Mpoliece
00paThM U 3aBUCUT OT UMMYHOJIOTHYECKOTO
craryca nameHTa. Yepes 4—8 Hep rocie BU-
peMHU Y MaTepH (B peaKUX clydasx yepes 12
HeJ1) Y TUIONA pa3BHBAIOTCS CUMITTOMBI HEHM-
MYHHOUN BOOAHKHM |7]. PUCK moTepH 10108
rmociie MH(pHUUMpoBaHWA TapBoBHpycoM B19
cocTapnsieT ot 2,5 10 9% |6, 8]. BoNbIIMHCTRO
CNyuyaeB HEMMMYHHOM BOIAHKH, CBSI3aHHbIE
c uHduIIporaHreM BUpycoM B19, netansHsl,
HO OMUCAHBI U CITOHTAHHBIE BBI3NOPOBIEHMA
|9]. HemmMyHHAasd BOJIHKA pa3sBHUBAETCH B pe-
3yNbTATE TSDKENON BTOPUYHON aHeMHH Ha
(poHe ammasuM KpacHOTO POCTKA KOCTHOTO
MO3Ta, BBI3BAHHOK BUPYCHBIM TOpakKeHHeM.
ViyuieHe COCTOSHMA U104 U YMEHBLIEH e
KITHHHUYeCKHX MPOSIBIeHUIA HEMMMYHHOI BO-
JISTHKH B HEKOTOPBIX CITy4YasX MOXeT OBITh 10~
CTHUTHYTO B pe3Y/IbTaTe NMpeHaATATbHOI TeMOT-
pancgyzuu [ 10]. BupycHoe rmopaxeHHe MUO-
Kap/ia MpUBOIUT K MUOKAPIHUTY U CEpIIeTHOIN
HegocTaTouHoCcTH [11].

HccnenoBaHusi MHOTHX ABTOPOB CBUJIE-
TEJILCTBYIOT O GJIAronpUATHBIX McXonax Oepe-
MEHHOCTeH y MaLMeHTOK, IepeHecIMX MapBo-
BupycHyto uHdexino B19. Jletn B GonbImH-
CTBe CIIy4aeB pa3BUBAIOTCS HOPMATLHO, YaC-
TOTA BPOXIEHHBIX AHOMAIWM He TIPEeBbIIIAeT
rokasartereil B KOHTpOJIBHO# rpyrire [12].

Brympuympobnoe unipunuposanue. Uupu-
urpoBaHue Bupycom B19 B nmepBoM TprmecT-
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pe GepeMeHHOCTH MOXKET MPHBECTH K CaMo-
MPOM3BOJIEHOMY IpepbIBAHHIO OepeMeHHOC-
Tu. [lapBoBupyc B19 sipnsietTcs: TepaToreHOM
U BHEKOTOPBIX CITYYasiX BEI3bIBAeT ITOPakeH e
rna3 (OTCYTCTBHME XpycTaluKa, MUKpodTaib-
mus) | 14]. TTocneaHye Uccae 0BaHUS 10KA-
34JTH BO3MOXKHOCTB Pa3BUTHA ¥ HOBOPOXK/IEH-
HOTO aHeMUH, TeraThTa, a TAKXKe MaTONOTHK
LIeHTpaIbHOI HepBHOI CUCTeMbL: THApoiieda-
JIUH, ApTPOTPUIIO3a, 33/IePXKKH [MICUXOMOTOP-
HOTo pasBuTHd. HeMMMYHHAad BOJSIHKA B
OOJNBIIMHCTRE CITyJaeB MOSIBIISETCS B Pe3yiib-
Tare UHPUIIMPOBAHHUSA B KOHIIE TIEPBOTO TPU-
MecTpa OepeMeHHOCTH, a He BO BTOPOM TpH-
MecTpe. B iMTepatype ecTh COOOIIEHNA O TI0-
SBIIEHUM KANBLIMHATOB B CEJNIE3€HKE U O pas-

BUTUH MUOKAPAWTA HAa (pOHe BHYTPHUYTPOOHO-
ro uH$MIIMpoBaHus MapBoBUpycoM B19.

Ocnoenvle npunnyunst duaznocmuxu. MH-
¢uiuposanue napposrupycoM B19 moxHO
3ATI0M03PUTh ITPH MOABIEHUH ¥ OepeMeHHOM
KJIMHUYECKUX CUMITTOMOB, CXOXUX C I'PUIT-
oM, 0COOEHHO B COYETAHWH C HecTleLiM(pur-
YeCKOI CHIIBIO K BOJIBIO B CYCTABAX, 4 TAKXKe
TOCTIe KOHTAKTa ¢ OONBHBIM METCKOM H3K3aH-
TeMOl B Tiepuoj obocTtpeHns. JuarHocTika
MAPBOBUPYCHOM MH(EKIIMK ¥ MATEPH OCHO-
BbIBaeTCH Ha BeIIBAeHUM [gM cnemmdmuec-
KHX aHTUTEJ, KOTOpbIe MOSBISIOTCS Yepe3
HEeCKONBKO JTHe Tocie MHPUIIMpOBaHWs |
COXpaHAIOTCS B KPOBH OT 2—3 J1o 6 MecslIeB.
[gG-anTuTena nogpidaorcs Benes 3a IGM-
AHTHTENIAMU M B JATTbHEUIIIeM OTTpeaesIsiioT-
C$1 HAa MPOTSKEeHWW MHOTHX JIET, CBUJIETE b~
CTBY# O (paKTHUECKH TIOXKHU3HEHHOM UMMY-
HuTeTe. Bo Bcex cnyvyasx HeyCTaHOBJIeHHOM
MPUYMHBI HEUMMYHHOW BOIAHKH CIEYET
Mpearonaratb MHQUIIMPOBaHNE TTAPBOBHPY-
com B19. JIns yrouHeHUs IMAarHO3a MOXHO
TPOBECTH MHBA3WBHbIE BMELLIATEIHCTRA: KOp-
JIOLeHTe3 JUTI HCCIeIOBAHWA KPOBH TLIOJIA
Ha Hammuue napoBrpycoB JIHK meTomom
rubpuanzanum |7, 13| unmm amMHUOLIEHTe3 U
nouck JJHK B19 metomom moanMmepasHoii
LenHoi peakuyu. [1pu npeHataisHoM 06-
CJIeIOBAHUH TLTOJA C HEUMMYHHO# BOITHK O
clieyeT AOTIONHUTENBHO OTIpeAeNATh TeMa-
TOKPHUT M YMCIIO PETUKYIOLUTOB |8].
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Jleuwenue. B Tex ciyvadax, koraay 6epeMeH-
HOH rogBisgeTcs HecrerpruiyecKas KoxHasd
ChIMb WY MAIMeHTKA YKA3bIBAeT HA KOHTAKT
¢ GonbHBIM MHQEKIIMOHHOM 3pUTeMOii, eil
cJieflyeT TpPOBEeCTH HCCIe/IOBaHHe KPOBH HA
rpucyTcTBHe crempguueckmx IgM- m 1gG-
aututen [8]. Hammuue IgM-aHTuTen cBue-
TeNbCTBYET O HeaBHe i MH(pek1Kn. B HacTo-
siiiee BpeMsi He CyIiecTByeT crielpuiecKo-
ro JieueHus napBoBrupycHoi HHdexk B19.
NHduumpoBaHe Marepy B TIEPBOM TpUMe-
cTpe 6epeMeHHOCTH CITYKUT OCHOBAHUEM JIJIsI
MpOBeIeHUS TIIATEIBHOTO YIIBTPA3BYKOBOTO
wuccnenopanud B 18—20 Hen Ut BEIABIEHUA
IrpyOBIX aHOMAIHIA pasBUTHA.

[1pu HAMIMYMH HEUMMYHHOI BOJISIHKH T10-
Ka3aH KopaolieHTe3 171 BeisipiaeHus [gM-an-
THUTEN METOMOM TTOJIMMEPAa3HOI IIETTHOM peak-
IIMM, a TaKXKe OIpejieJieHe reMaToKpuTa 1
yycha peTukyinomuTos. CreayeT NOMHWTD,
YTO € TMMOMOIIBEK TMOMHMEPAIHOM LIeTTHOI pe-
aKIMH{ BUPYC MOXHO BBUIEJTTH M M3 aMHUO-
TUYeCKMX BOI. ¥ TU1ofa ¢ aHeMueid W BOIAH-
KO eIMHCTBEHHOE TepelIMBaHie 3pUTPOLIU-
TAPHOI MACCHI MOXKET TTPUBECTH K 3HAUUTE b~
HOMY VAYUIIEHUWK COCTOSSHUI M K
YMEHBIIEeHHNK KIHHHYeCKHX CHMIITOMOB
(oTekoB). Crieayiollee repeMBaHue Tpedyer-
¢ B cpefiHeM yepe3 6—8 HeJl, A MHOTIA MHTep-
Ban yBenuuuBaeTcs o 12 Hen. Jlaxe mpu co-
XPAHAOIINXCS MPUIHAKAX HEUMMMYHHOI BO-
JITHKH TIOBBILIIEHHE OBUTATeNbHOM aKTUBHO-
CTH TUIOAA M POCT YHMCHA PETUKYITOLIUTOB
CBUJIETENIECTBYIOT O Hauyale (pasbl BEIZIOPOB-
JIeHWs1 M paspelieHus Tsokenoi anemun. [pu
oTcyTcTBHM 3¢heKTa oT e penMBaHuA (Majioe
KOJIMYECTBO PETHKYJIOLIUTORB, COXPaHIONHE -
¢ TPU3HAKK AaHEMWUH) MEPETUBAHKE CIISIYET
noBTOPUTE. I'1o JaHHBEIM AMepHKaHcKoro O6-
mectBa [lepunaronoros, 137 uz 164 (84%)
TUTO/IOB, TIepeHECIINX TMpeHaTATBHBIE TPaHC-
¢y3uu, BBDKIWH [ 15]. B ciyyasx rubenu roo-
JIOB TIOCTIE TIepeTBAHUS CMEPTh HACTYTIANA B
TeuyeHUe | Hesl TToce TpoLeayphl, HO B 60Mb-
IIMHCTBE HabOMOeHWIT PerucCTpPUpPOBAIACH
yepes 48 yacos rocne BMernarenscTra. Ilo
JIAHHBIM CITELIUATHCTOB, MHOTME W3 3TUX TUT0-
JIOB UMEJIA TIPHU3HAKH TSKEJIOr0 BHYTPUYT-
pOoOHOTrO CTpagaHUs, XOTs HeJTb351 TTOJTHOCTHIO
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MCKJTIOUHTE M HeOarornpusaTHOe BIHIHWUE Ca-
MOT'0 MHBAa3WMBHOI 0 BMellatenbcTBa. Bcem Oe-
PeMeHHBIM € CepONIOTHYeCKHMH TIPOSBIeHH-
SIMH HefiaBHek MH(pEeKI MU CIlelyeT peKOMeH-
JIOBaTh eXXeHeleNbHble YIbTPA3BYKOBBIE HC-
clelOBaHUs JJsl paHHell JIUArHOCTHKM
TMPU3HAKOB HEMMM YHHOM BOJIIHKH (YBeJI4e-
HMe TONIMHEI T1alleHThl, MHOoroBomue). [le-
pyon ocoboro HAOMOAeHMS JOJDKeH MTPOION-
XaTbCs He MeHee 8 Hell Mocsie HH(MeKIIMOH-
HOTO Ipoliecca y MaTepy U He MeHee 6 HeJl OT
MOMEHTA pPeTUCTPAlMM CePOJIOTUUECKHX M3-
MeHeHmii. [lemquaTpaM M akyiepamM creyeT
BHUMAaTe/IbHO CJIeUTE 32 OepeMeHHOI U HO-
BOPOXIEHHBIM, TIOCKOJTBKY MH(EKITMOHHEBIN
TPOLIECC B TPETHEM TPHUMECTPE MOXKET TIPHBE-
CTH K MePTBOPOXKIEHHIO, a TAKXKe K Teraru-
TAM U TSIKETBIM AHEMMSIM.
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KPACHYXA

Onpedeaenue u snudemuosoeun. KpacHyxa
— 9TO OCTpasd KOHTArMO3HAS BUPYCHAS SK3aH-
TeMa, pacrpocTpaHeHHAs TI0 BCeMY MHpPY U
BbI3BIBaKOLAs sraemun |1]. Bupyc kpacHy-

X1 — 3TO TOTAaBMpYC ¢ OHOM crrpansio PHK.
3aConeBaHUe pacTpoCTpaHIeTCsl BO3MYIITHO-
KareJisHbIM ITyTeM M UMeeT MHKYOalMOHHBIIA
nepuon ot 14 no 21 aus [1]. KpacHyxoit yeno-
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BeK OoneeT ofHOKpaTHO. KiMHuYecKas Kap-
THHA XapakKTepu3yeTcs MpoAPOMAaNbHBIM I1e-
pHooM B TedeHHe 1—35 qHell ¢ HeJOMOTAHK-
eM, TIOOBEMOM TeMIIepaTyphl, TOJIOBHOI 00-
JIbIO, KOHBIOKTUBMTOM, 34 KOTOPBIM CJIEAYET
¢haza MakyIornarny/iIe3Hoi Chlld U TeHepaIH-
30BaHHON TMMbaneHonatii. Haubonee KoH-
TATHUO3HBIN TIePUOI — 3TO TIEPUOIL TTPOIPOMBI
U cbili. ToJnbko y 2/3 3aboneBIIMX MareH-
TOB BBICTYIIAeT ChIITb, TO €CTh BO MHOTHX CITY-
Yyagx KpacHyxa rpoTeKaeT rnpakTHyecku Oec-
cumnitomHo [1]. [MogTBepauUTh AMATHO3 MOXK-~
HO TI0 CEPOJIOTHYECKUM HCCIeOBAHUAM.
KpacHyxa MMeeT TeHIEHIHIO K ITHIeMHAYeC-
KWM BCIBIIIKAaM, BO BpeMs KOTOPBEIX MHOTHE
OepeMeHHBIE MOIYT JIETKO 3apasuThes. [1o
JAHHBIM JIUTepaTyphl, BriepBbie 3a00J1eBa0T
KpacHyxoii 0,1—0,2% GepemeHHBIX |2].

Ilymu nepedayu 3a6oasecanusa. BHyTpuyT-
pobHOe 3apakeHle HACTYIIAeT B pe3ynbTare
nepBUYHOTO MHGpUIIMpoBaHKs MaTepr. Kak
M B CIIydadx ApYrdx BUPYCHBIX MHQEKLIUIA,
MCXOJI TIPH KPacHyXe OINpeneNdeTcss CpOKOM
OepeMeHHOCTU, IIPU KOTOPOM HAYAJICS WH-
(heKIIMOHHBII Mpolecc.

Bpoowcdennan kpacuyxa. BUpyc KpacHyxXu
OTHOCUTCS K HanboJiee MaToreHHbIM BUpycaM,
MOPAXKAIOIIMM 5MOPHUOH 1 TUToA. CaMbIM Ya-
CTHIM MOpakeHWeM SIBTSIeTCSl HelipoceHCcop-
Has ryxota, Ho, TIOMMMO 3TOM NaToJIOruH,
MOT'YTBOZHHKATE ITOPOKHM CepHLa (HarpuMep,
JieheK T cepIevHBIX TIePErOPOIOK), ITHEBMO-
HIK, TIOpaXeHUs KoCTel, a3 (KaTapakra,
MHKpo(TaIbMHUS, TJIAYKOMa, PeTUHONATH),
M3MEHEHMS LEHTPATIBHOM HepBHOM CUCTeMBI
(MuKpoledamd, SHUeQATUT, 3a0epXKKa TICH-
XUUYECKOTO pa3BuTHs). Bo MHOTHX CiTyJasx rie-
peUrCIIeHHbIe M3MEHEHIS COUeTAIOTCS C 3a1ep-
JKKOH BHYTPHYTPOOHOIO pasBUTHA U TPOMOO-
LyToNeHWIMK. B Tex cryvasx, Korjaa 3abore-
BaHUE PasBUBAETCS B TEPBOM TPUMECTpE,
10—15% OGepeMeHHOCTel 3aKAHYMBAIOTCS Ca-
MOTTIPOM3BOJIBHBIMM MpepBIBAHKAMH |[3].

BpoxaeHHBIE TIOPOKHM pasBUTHA (GOpMU-
pyloTcs, Kak IpaBuio, npu 3aboneBaHUKU
KpacHyxoit o 16 Hem 6epemMeHHOCTH. YacTo-
Ta TopaxkeHui1 sMOproHa coctasisteT 80% B

ciydadax OosiesHU MaTepy B TeUeHMe TepBOTo
TpUMecTpa bepeMeHHOCTH, 54% — Ha 13—14-
¥ Hel recTali U 25% — B KOHIIe BTOPOTO
TpuMecTpa [4]. 3aboneBaHue MATEpH B Teue-
HuMe TTepBbIX 8 Hell OGepeMeHHOCTH B OOJTBILIMH -
CTBe ClyyaeB MPUBOIUT K (hOPMHPOBAHUIO
TOJTHOTO BPOXKIEHHOIO CUHIPOMA KPACHYXU.
C poctoMm cpoka GepeMeHHOCTH TTOpaKeHUsI
TUI0MAa, KakK MpaBiio, ObIBAIOT MeHee BhIpa-
JKeHHBIMM, OJTHAKO JAHHbIE JIMTepaTypbl A0C-
TATOYHO TMPOTHBOPEYHBEL. COrnacHo Helan-
HUM MCCIIEIOBAHNM HeKOTOPBIX AaBTOPOB, Ya-
CTOTA TSKEJIBIX MTOpaKeHWH TIIofa TIPH Kpac-
HyXe B IepBOM TPHUMECTPE COCTARIMET MeHee
5% nipoTHB 22%, OIMyOIMKOBAHHBIX paHee [1].
B 85% cnyyadx BUPYC KpAaCHYXH BBIIENACTCS M3
CONePXKMMOTO TJIOTKW MH(HIHPOBAHHOTO pe-
OeHKa B TeyeHHe IepBOro Mecsa Xu3HU. B
MePUO OT 5-10 J10 8-I0 Mecqa KM3HH YacToTa
TIOJIOKUTENTBHBIX PE3YIBTATOB KYJIBTYP CHIKA-
etcst 1o 33%, a crmycTs 8 MecsieB BUPYC TIpak-
THYeCKH He orpeaensiercs [1].

HekoTopble KIMHUYeCKHe TTPOSBIASHU
KPacCHYXH He MOIYT OBITb BBISBIEHBI Cpasy
nocsne poxuaeHus pebeHka. Hanpumep, riy-
X0Ta AMATHOCTHPYETCS CITYCTS 3HAUMTENLHOE
BpeMs yKe B ITO3AHWN TepHoj HOBOPOXKIeH-
HOCTH [5]. IMarHos rporpeccupyloliero sH-
nedariTa U SHIOKPUHONATHI (HATrIpuMep,
MHCYTMHO3aBUCUMOTO ArMabeTa) MOXHO T10-
CTABUTh CITYCTSI HECKOJNBKO JIET MOCTE POX-
Jenus. Jluabet pasBuBaetcs y 30% nmerteid,
repeHeCcIMX KpacHyXy BHYTpUYTpoOHO [6].

Ocroeusie npunyunst duazrnocmuru. [lopa-
JKeHHe TUTOIa M TUTALIEHTHI TTPH KpacHyXe pas-
BHBaeTCH B CJIeICTBHE BUPEMHUH Y MATEPH, TO
€CTh pacrpoCTpaHeHHUd BUpPYCca reMaToreH-
HBIM ITyTEM.

[TopaxkeHi1s MIALIEHTE M 0007I0UeK MHO-
roodpasHbl. Bo MHOTMX cnyyadgx BO3HHUKAET
M ouuTapHbiii pernyut. Iopaxenue
TITAIIEHTH XapaKTepu3yeTcsl TTOSIBIeHUeM
YUACTKOB HEKPO3a BOPCHH W HEKPOTHYECKIM
SHIAPTEPUHTOM LIEHTPATBHBIX COCYAOB BOP-
CHH. DHIOTeIMAIBHBII HEKPO3 MOXeT ITpH-
BecTH K s3MOommsaM. Hekpo3s Tpodobiacta
TMIPUBOANT K OOIIMPHBIM OTJIOXEHUWSIM (HHO-
pvHA ¥ HMHQUIBTpALUKU HeNTpPOQUIOB.
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CTpyKTypa CTPOMEI BOPCHH Pe3KO MEHAETCH,
A TPOCBETHI COCYIOB 3aKphIBAKOTCA TpoMOa-
mu. [Iporpeccupytommii pubpos 1 obmure-
paIus CoCy10B MTPUBOIUT K THIOTLIA3WH BOP-
CHH ¥ (POPMHUPOBAHMIO MATEHBKOM TaLleH-
THI [ 7]. XOPOLLIO U3BECTHO, YTO in Vitro BUpyc
KPaCHYXH IMOJIABJISET pOoCT KJIETOK,, M 3Ta 0CO-
OeHHOCTb TAKKe MOXeT OOBSICHSITh HeOoMb-
1me pasMepsl raneHTsl. [1py mopaxkeHvn
KPAaCHYXOH B CTPYKTYpe MHOTHX KJIETOK BbI-
SABJIAIOTCH BUPYCHI: B TpodobnacTe, Makpo-
(arax, sHnorenuu. CreayeT yUMTLIBATh, YTO
He BO BCeX CIyJasix JOKYMEHTAIbLHO MOATBep-
XKIEHHOTO BHYTPHUYTPOOHOIrO MHGUUMPOBA-
HHA TUI0JA BHPYCOM KPACHYXH ITPH THCTOMNO-
TUYECKWX HUCCTEMOBAHUAX BBIABIIIOTCS CIIE-
1puIecKre MopaxkeH!s! UIALIEHTHL.

B cBs31 ¢ TeM, 4To 3a00JIeBaHie KpacHY-
X0ii B 25% ciydaeB MOXeT MpoTeKaTh GeccM-
TITOMHO WJIM ITPOSBIATHC S HecTeinihuyecKoid
MAKYIOTIATIYIE 3HOM CHITIBIO, TOUHBIN JHATHO3
MOXKHO TIOCTABUTh TOJIBKO HA OCHOBAHWH Ce-
PONOrHYeCKUHX MCCIIeIOBaHMIA. B TeyeHMe He-
CKOJIBKHX JTHEH I1ociie TMosBIeHHS CHITH B
KPOBM MALIMEHTOK OTMEUAGTCS POCT CIIeLM-
duueckux IgM-, IgG- u IgA-antuten. B
paneHeieM [gG-anTiTena oOHApYKHBAIOT-
C4 B TeueHHe Bcel Xu3Hu, a [gM-oTBet co-
XpaHgeTcs Ha nporskeHUH 6—12 Hen. Onu-
CaHBI CIyYal MOBTOPHOTO MHQMHUIHPOBAHUS
KpacHYXO#H TpH HU3KHX YPOBHSIX aHTHTeN [1].
PyTtuHHBIE cepoJiorMuecKHe WCCIeOBaHUA
TPH TMTO03PEHUH HA KPACHYXY MOJDKHEI BKITIO-
yathaarekcHyro arrmornHanmio (LA), ELISA-
TeCT, PANMONMMYHOJIOTUUECKOE OTIpe/ie/ieHIie
ypoBH4 [gG-aHTHTen B CBIBOPOTKe KpoBH |[1].
LA-TecT B OCHOBHOM $BJISI€TCH Ka4eCTBEH-
HBIM, TIO3TOMY €70 TPUMEHEHHE B TMATHOCTH-
Ke TiepeHeceHHOM MH(pEKIMN OrpaHUUCHO.
HemnpeMeHHBIM yCIOBHEM TOUHOM AHATHOCTH-
KU KpacHyXH ABIAeTCA CTaHIApTH3AIMAA BCEX
JIA0OPATOPHBIX METOJIOB MCCIIE/IOBAHMA.

Jlns oripeneneHUS UIMMYHOJIOTIECKOTO
CTATyCa NALMeHTKH JOCTATOYHO OIpeIeieHUs
IgG-anTiTen B 0NHOM NMpoOe CHIBOPOTKH KpO-
BU. J1714 IMarHoCTHKH HeIaBHO TepeHeceHHOI
WH(]peK1IK JTOJDKHBI ObITh UCTIONB30BAHBI Te-
ctil Ha lgG- 1 IgM-aHTuTena B ABYX IOCHEN0-
BaTeNbHBIX aHam3ax. B Tex cimyuasx, Korna

TUTp IgM-aHTHTEN BEICOK, TIOBTOPHOE HICCIE-
JIOBaHHE MOXHO He MPOBOANTS. L4 TOYHOTO
KoNMuecTBeHHOro onpeneneHs [gM-antiren
cliefilyeT OUHCTUTH CBIBOPOTKY OT peBMAaTOM /-
HBIX (PAKTOPOB, TIPUCYTCTBIE KOTOPBIX MOXKET
JIATh JIOXKHOTTONTOKUTENTRHBIN pesyietar. [ Tpy-
cyrcrsue Ig M -aHTUTENT B K POBH TLTONA WK BbI-
neneHue lgG-aHTUTEN y HOBOPOXIEHHOIO B
MepUo OT POKIEHMS 10 6 MeCs1IeB SIBISTIOTCS
MOATBEPKACHUAMH MPEHATAIBHO MOJIyYeH-
HOM BUPYCHOI HH(DEKIHN.

B HacTos111ee BpeMst OTTHCAHBI METOIBI TIPSI-
MOTO BBIIJIEHHSI BUPYCOB KPAaCHYXH M3 MaTe-
pyaa BOPCUH XOPUOHA M TUIALIEHTHI, a TAKXKe
13 AMHUOTHYeCKUX BoZ [8—15]. ¥ Marepu BU-
pyC MOXET OBITE TMOJTYUeH TTPA AHANI3aX KPo-
BH, MOUM, KaJa, lerouHoro cekperta [1].

IIpeHaTasbHas UAarHOCTHKA KPACHYXH Y
iofga MoxeT ObITh MPOBeeHA Ha AHAIIA3E
KPOBH, IMTOJIyYeHHOM MpHU KOPAOLIEHTE3e B
CpoKe He MeHee 22 HeJl, U oTipeieNieH1 s B ChI-
BOpPOTKe KpoBH 11oaa IgM-crerdiueckix
anTuTen. HecMoTps Ha TO, 4TO IUIOL CITOCO-
OGeH BIpabaThIBaTh AHTHTENA K KPACHYXE YIKe
¢ 12 Heyn GepeMeHHOCTH, CTAOKMIILHO OHU OIT-
penessIIoTCS B cpokax He meHee 22 Hea. Koc-
BEHHBIM TTOATBEPAAECHHEM JHATHO3A ABJIA-
foTCH TakKue HecrienupHuecke U3MeHEHUA
[IpU BPOXKIEHHOM KpacHyXe, KaK 3puTpobiia-
CTO3, aHeMUs1, TPOMOOLIMTOTIEHHS, ITOBBIIIE-
HU€E YPOBHSI TTeUeHOUHBIX (pepMEHTOB U MH-
Tepdepona |1].

Kak ¥ npu JIpyrux BUPYCHBIX MHGbEKLIH-
SIX, BBISIBIEHWE BUpPYCA KpPacHYXH B KPOBU
[JI0fia He 03HavyaeT abcomoTHO Hebmarompu-
STHOTO Mcxona GepeMeHHOCTH. BMecTe ¢ TeM
clleiyeT YUYMThIBATD, YTO IPU OTCYTCTBUM SIB-
HBIX CTPYKTYPHBIX aHOMAJTHIi, BO MHOTHX
cIyJasix MHQEKIIHMOHHOE TIopaXkeHIie MOXET
OBITb OUCHB TSKEJIBIM M ITOCTIe POKISHMS pe-
OeHKa BHYTpHYTpoOHOe MHGUIIMPOBaHUE
HeOIarornpUATHO CKAXETCS Ha ero pa3sBUTHH.

Tlpopuraxmuxa. EfyHCTBEHHBIN OYTH
3(pPeKTUBHOM 3aLMTEI OT KPACHYXH — aK-
TUBHAg UMMYHM3A1TIs ITyTeM BaKIMHAIMK. B
CHIA MaccoBble IIpOrpaMMbl MMMYHH3ALAIA
MO3BONAIM COKPATUTH YaCTOTY 3ab0/IeBaeMO-
ctu Gonee uem Ha 90% [1, 16]. [Tocne odu-
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LHATbHONM perucTpallii BaKLIMHBI ITPOTHB
KpacHyxu B 1969 rony yactora cMHIApOMA
BPOKIEHHOI KPACHYXH COKpaTHnach Ha 95%
OT MCcX0oAHOro ypoBHs 4 cimyuas Ha 100000
[16]. Cpenu GepemenHbix ot 10 mo 15% mo-
I'YT OBITE BRIAEJIEHBI B IPYITITY MOAO3PHUTEIb-
HbIX 110 HHGUIMposaHuio [1]. Okono 50%
clTydaeB CHHIPOMOB BPOXKIEHHOM KpacHyX!
MPUXOOUTCS] HA TIOBTOPHOPOASIINX, W 3TO
rnog4epKuBaeT HeoOXOAMMOCTh BAKIIMHAIIHI
CEPOHEraTUBHBIX XEHIIHH B IMOCIEPOIOBOM
nepuoe. AOCOMOTHO Bce OepeMeHHbIe TIO -
JIeXXaT CKPUMHWUHTOBOMY 00OCNeqoBaHMIO Ha
MpUCYTCTBHE CITeLM(PUIECKUX AHTUTEN B
KPOBH U BCE CEpPOHETATUBHEIE TMAIMEHTKH
JIOJDKHBI OBITH BAKIIMTHUPOBAHBI TIOCJIE POJIOB.
BakiumHalms mpoTHBOTIOKA3aHa Mpu Oepe-
MeHHocTH. HacTyrnneHue OepeMeHHOCTH IOC-
JIe BAKITMHAITMI HEXKeJIATeJIbHO B TeUeHU e TpeX
MeCSILEB, MOCKOJIBKY pUCK UH(ULIMPOBAHUY
TUTOfA B 3THUX CIYYAsX BapbUpPYeT B TIpeaenax
ot 3 1o 20% ¥ 3aBUCUT OT THITA BaKIMHEL Jlo
CHX TTOp He OINMUCAHO HU eIMHOTO CITyyas pas-
BUTHS BPOXIeHHOM KpacHyXH Iocre Ipa-
BUJILHO IIpoBeJIeHHOI BakiHamu [17, 18].
DpdekTHBHOCTh BaKI[UHAIIMHA COCTABIISIET
85—-95% | 1]. INaccuBHYIO MMMYHH3BALIHIO CITE-
HU(PHYECKUMHA KMMYHOTTIOOYTIHHAMM MOXHO
MPUMEHATH [PH KOHTAKTe ¢ KPAaCHYXOM Tpur
OepeMeHHOCTH, HO ee 3(PeKTHUBHOCTE OyaeT
JIOCTATOUHOI TOMBLKO TIPH BBE/IEHWH TIpera-
pata J1o rosBIeH s ChIlTd. B HeKOTOpBIX CITy-
Yyagx y nauyeHToK, MoJMyYHBIIUX HMMYHO-
rnoOyniH, pa3BMBAKOTCS CyOKIMHUYECKHE
¢hopMBI KpaCHYXH, HO TIPOTTYCTUTE X HEBO3-
MOKHO, MOCKOJBbKY 3a TAKMMH GepeMeHHbI-
MM BCerga oCyLIecTBISeTCs MOCTOAHHBIN
CEepOJIOTHYECKHUI KOHTPOJIb. ITaccHBHAA M-
MYHH3aLMsI He MOXET TTOJTHOCTBIO TIPeJ1oT-
BPaTUTh pOXAeHME OeTell ¢ BpOXIeHHBIMH
AHOMANTUAMM pa3BUTHA, XapaKTepHbIMHU 114
KPAacHYXH, IMO3TOMY IpeAriouTeH e JOJDKHO
OTHABATHCST AKTHBHON MMMYHW3AL[AH.
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VYARICELLA-ZOSTER

Onpedeaenue. Varicella-Zoster — 3170 Bo3-
OyauTeNb, OTHOCSIIIMIACS K TpyIINe reprie-
THyeckux JHK BHpYycOB, BEI3BIBAIOLIMIA
BETPAHYIO OCITY M OMNOACHIBAIOLIMNA JIALIAI.
D1 3ab0neBaHKs XapaKTepHBI TOJNBKO JJis
YeJIOBeKa.

Yacmoma ecmpewaemocmu u 3nudemuoqo-
2un. BeTpsiHAs OCIIA MOXET OCJIOXKHUTE Teye-
Hue GepeMeHHOCTH B 1—7 ciyuasix Ha 10 000
OepemMeHHOCTei | 1]. OKomo 95% B3pocHBIX
HMEIOT UMMYHMTET K 5TOMY 3a00JIeBAHHIO,
Bupychl Varicella-Zoster oueHb KOHTAIHO3-
HBI U JIETKO TIePeIalOTCsI TIPH MPSIMOM KOH-
TAKTe, 4 TAKKe BO3AYIIHO-KATIEJIbHBIM ITyTeM
M TTpH MOTNATaHHH OTIEISIeMOro KOXKHBIX BBI-
ChINAaHW B BO3ayX. MHKYOaIMOHHBIA Iepy-
o nponookaercs ot 1 go 21 guHd. IaimeHTt
CTAHOBUTCSI ICTOYHUKOM MH(peKIMH 3a 1
JIEHB JIO TOSBJIEHMS CBIITH M IO MOMEHTA OT-
LIENYIUUBAHHS KOPOK.

Ocrnoenvie npunyunst duazrocmuxu. K-
HUYeCKWe TIPOSIBIeHHSI BeTPSTHKM HAYMHA-
1OTCH T10CH e KOPOTKOIo Meproia BUPpeMUH U
XapakTepH3yIoTCs JIMXOPAaIKoil, HegoMora-
HHEM M TTOSIBTeHNEM KOXKHOI Be3HKYJI0-TIa-
TIYJIE3HOM CHIIMM. BBICHINTAHMS BO3HHUKAIOT
CHAYasa Ha TYJIOBUIILIE, 4 TIOTOM pPacrpocTpa-
HSIOTCS HAa KOHeYHOCTH. OCJIOXKHEeHUIMHA
BETPSIHKA B PEIKHX CITyJAsIX MOXKeT OBITH 3H-
HedaanT, a TAKXKe IMTHEBMOHMS, pa3BHBAKO-
mascs y 6epeMeHHBIX B 10—20% ciyuyaeB ve-
pe3 2—4 aH4 1ocse MosBAeHUs ChITH.

JMarHo3 MoxeT OBITb JICTKO ITOCTAB/IEH HA
OCHOBAaHMH OLIEHKW KOXHBIX MPOSBIEHUI,
KOTOPBIE XapaKTe pU3YIOTCS CHILHBIM 3YIOM

M OIHOBpeMeHHBIM TIPUCYTCTBUEM ATy,
BE3WKYJN M Kopok. B Tex ciyvasx, koraga Tpe-
Oyetcsd naboparopHas AMATHOCTHKA, HAKITY Y-
[IWE Pe3yJIbTaThl JAET BEISABISHHE Ccrierdu-
JeCKHX aHTUTEeHOB U MCCIe0oBaHKie COfep-
SKAMBIX TY3BIPBKOB € HCIIONB30BAHHEM MM~
MYHO(MITIOOPECHEHTHOTO MeTOAa M MOHOKJIO-
HAJTBHBIX aHTHTEN K BUpyCY Varicella-Zoster
|2]. Bupyc MoxeT OBITb BhIIENEH M3 COmep-
KMMOTO CBITTH M KyTbTUBHpoBaH. Hecrienm-
(prieckas AMarHOCTHKA MOXeT OBITh IpoBe-
JIeHA B KpaTuyaiilliee BpeMs IMyTeM LIUTOJIOTH-
YeCKOIro MCCIIeIOBAHMA COMEPXKHUMOTro Iy-
3BIPHKOB M BBISIBIEHUS] THTAHTCKUX MHOTO-
siIepHBIX KJIeToK. Ceponoruieckuie aHaI3bI
(FAMA- 1 LA-TecThI) HAI0T pe3yJIbTaT uepes
24 yaca.

BuyTpHyTpoGHOE mopakeHue IUIoJA Ha-
CTYTIAeT B pe3ybTaTe pacripoCTpaHeHUs Ma-
TePHHCKOM MH(pEKIMH reMaTOreHHBIM KN
TpaHCIUIALICHTAPHBIM ITyTeM. B peakux ciy-
yasgx BeTpsiHad ocra [MpUBOAUT K CAMOITPO-
M3BOJILHOMY TIpepbiBaHKI0 OepeMeHHOCTH
Wi ribenu mnona. MugekunoHHb mmpo-
ecc, BOZHUKILIWIA B ITepBOii 10JIOBHHE Gepe-
MEHHOCTH, MOXKET IMPHUBECTH K BPOXKIEHHBIM
AHOMATMIM M K Pa3sBUTHIO CUHAPOMA BPOXK-
JEHHOM BeTPAHKH, KOTOPBII XapaKkTe pU3yeT-
€1 KOJKHBIMM BBICBITTAHUAMHM, HELOPA3BUTH-
eM KOHe4yHocTel, MBIleYyHoil aTpodueit,
AHOMATMSMH TIAJBLIER, 31 PXKKOM YMCTBEH-
HOTO pa3BUTHSL, TIPUCTYTIAMU CYIOPOT. aTpo-
(humeit Kophl TOTOBHOTO MO3Ta, MUKpO(TATE-
MHel, XOPUOPEeTHHUTOM, KaTaApaKTol, MHK-
poLedameil, 3a1epKKoid BHYTpUYTPOOHOTO
passuTHs 1ona [4]. YacTota BOZBHHMKHOBe-
HUSI CHHAPOMAa BPOXKIAEHHOM BeTPSTHKH TIOC-
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Jie OONe3HU MaTepy B MEpBOM TPUMeCTpe He
npesbinaet 2,5% [1]. CHHApOM perucTpupy-
eTCSI B TeX cIydasix, Korjaa 3aboneBaHHe Ma-
Tepy HACTYITIIIO MeXKy 7 1 26 Hen OepeMeH-
HOCTH, TIPY 3TOM TTOJIOBHHA CITyJYaeB TPHXO0-
IUTCS Ha CpoK 7—13 Hen.

Crernprieckye BeTPSIHOYHBIE AHTUTENTA
MOTYT OBITh BhIIENIEHBI M3 KPOBH TUTONA, T10-
JIyYeHHOK IPH KOpAolleHTe3e, B CPOKHU oT 19
J10 22 Hell, HO UX TPUCYTCTBUE He KOppeJi-
PYET C TAXKECTHIO BHYTPHYTPOOHOTO ITOpakKe-
Hus [5]. KynmbTypa BUpYCOB IoJiydeHHas [pu
HICCIIEIOBAHUMY aMHMOTHYECKOM XKUAKOCTH,
He SBIMeTCs CBHAETeIbCTBOM MH(pHUIHMPOBa-
HH4 TIOOA U HE KOPPENMpPYeET CO CTETEHRIO
TsKecTr MHQ ek, BeineneHvie [IHK Bupy-
COB M3 OKOJIOTUTOIHBIX BOJ, M TKAHEH Tuiona
JIerye BCero M GhicTpee TIPOM3BeCTH C MOMO-
LIBIO MOJIMMEPA3HOM LIeTTHOM peakuuH [6, 7].
YbTpasByKoBOe MCCIeIOBAHHE TIOMOTaeT
BBISIBUTE MHOTOUMCITIEHHBIE M3MEHEeHUSI: THI -
pouedamiio, MHOTOBOAKE, Ae(pOPMALIHIO KO-
HeuHocTell, MUKpoueatuio, 3aaepxKy
BHYTpUYTPOOHOIO pa3sBUTHA IU10OA |8].

Hrudgpexcyua 6 neonamaasrom nepuode. Ilpu
3a005eBaHHMKM MaTepH BeTPsIHOI OCTIOl B Teue-
HHe 5 JTHeN nociie poxieHud pedbeHka B 10—
25% wH(peKIMOHHBIN TPOLEcC MOXeT pa3-
BUTKECSI 1 Y HOBOPOKAeHHOTO. CMEPTHOCTH B
STHX CITydasx JocturaeT 30%. BeTpsiHas ocmia
y JleTell XapakTepH3yeTcs ChITbIO, BUCLIEPATb-
HBEIMHU IMTOPAKEHUAMU M MTHEBMOHME. 3apaxe-
HHe HOBOPOXKIEHHOTO MOXKHO TPefOTBPATUTE
B TeX CITy4asix, KOrJa yaaeTcsl 3a1epXaTh po-
JopaspenieHre Ha 5 wim Oonee gHeid. Onpe-
JieJTeHHbIHN 3¢ peKT HaeT rpHMeHeH e CIiely-
(uUecKoro HMMYHOIJIOOYJIMHA B IPYIIIe HO-
BOPOXIEHHEIX, YTPOXKAEMBIX IO PAZBUTHIO MH-
deKur, a TaKKe paHHee HAyallo JIeYeHUs
alMKIoBUpoM. HOBOPOKIEHHOTO CleayeT
M30JIMPOBATH OT COMPUKOCHOBEHHA € KOXe
MAaTepH JI0 TeX TOp, MOKA He UCUYEe3HET ChITIb.

Hpopuraxmuxa u eaxyunayua. Kaxnas
OepeMeHHas JOJDKHA JATh CBEeHUs O repe-
HeCeHHOI1 paHee BeTpsHoil ocrie. B coMmHu-
TEJTbHBIX CIYYASX CACAYET TIPOBECTH CEpONo-
ruueckoe obcenoBaHie Matepu. Tonbko 10—
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30% TaITeHTOK C HEeSICHBIM aHAMHE30M I10ITa-
JIAIOT BIPYIITY PUCKATTO IAHHBIM CepoJIorHyec-
KOro aHajnusa M UM CJIeayeT peKOMEHIOBATh
136eraTb KOHTAKTOB C OObHBIMUA BeTPSTHKOM
MTH OINOACBIBAROIIIIM JIMITACM. Ecm koHTAKT
¢ OOJIBHBIM BCe e ITPOM30LLEN], B TeUueHWe 24
YyacoB OepeMeHHOM ClIeyeT MPOBeCTH MACCHB-
HYI0 UIMMYHW3ALAKO TTyTeM TIPHMEHEHUS CITe-
H¢HUIecKoro uMMyHornobymHa. B tex ciy-
yasx, Korga zabosieBaHHe HACTYITUIIO, peKo-
MEHIyeTCH HasHauYeHWe aLMKIIoBHpa 11o 800 mMT
5 pa3 B meHb per os. Ecmi HazHayeHMe mmpena-
parta 1npeaBapMmT MNoABICHHWE ChITTH, 3TO ITOMO-
JKeTYMEHBILWUTE BEPOSATHOCTD HACTYTIIEHUS OC-
JIOXKHEHMIA M CTENEHR THKECTH MH(PEKITMOHHO-
roripotiecca [9]. ITpu pazeuTiu 3a00NeBaHUS B
paHHHe CPOKH OepeMeHHOCTH MOKA3aHO TIA-
TeJIBHOE YIIBTPa3ByKOBOE MCCIIEIOBAHKE C Lie-
JIBEO MCKITIOYEHU S AHOMATHIA pasBUTH4. C Map-
Ta 1995 roga B CIIIA Bce B3pocbie, He 60JieB-
1111e BETPSTHKOM, MAeTU O |3 JIeT IOIKHBI TIpO-
XOOWTh BAKLIMHALIMIO TTPOTHUB BeTpsiHKH [10].
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JUCTEPUO3

Onpedeaenue. JINCTEPHO3 BEI3EIBAETCH
TPAaMITONOXKUTEIIBHOM TTOABMIKHON DaKTe pH-
eit Listeria monocytogenes. V uenopeka 3710
HHpeKIIMOHHOe 3a00eBaHMe BCTpeyaeTcd
PENKO U B OCHOBHOM ITOpaXKaeT HOBOPOXKIECH-
HBIX, OepeMeHHBIX M MOXWALIX TOAei co
CHIDKeHHBIM UMMYHHTETOM.

Yacmoma. Yactora micrepuosa B CILA
cpenu GepeMeHHBIX COCTABISIET 2 Ciydas Ha
1000 mpy omHOTUTONHBIX OepeMEHHOCTIX M 7,5
Ha 1000 mp1 MHOTOIUIOAHBIX Oe peMeHHOCTSIX.

Bnudemuoasocua u nymu nepedaqu. bonb-
LIMHCTBO CTydaeB MHQUIMPOBAHUS JIMCTEPH-
030M TTPOMCXOIMT M3-3a KOHTAKTA C 3apakeH-
HOM KPOBBIO, YIIOTpeONieHud HeoOpaboTaHHBIX
MOJIOUHBIX MPOIAYKTOB W MACTEPHU30BAHHBIX
MOJIOYHBIX TPOMYKTOB C BHICOKHM COllePXKaHH-
eM bakTepuii |2, 3]. MccnenoBaHs aMepHKaH-
ckoro LleHTpa 1o KOHTPOIIO 3a 3a00J1eBAHMS -
MU JOKA3TH, YTO Haubosee YacThIMM IHILEe-
BBIMHA MCTOUHHUKAMU 3aDAKEHUS SIRTSIOTCS MAT-
K¥e CHIpBI U KypHUHEIE TTomydabpuKarsI |4, 5].

Teuenue zabonrecarnus. I'McTONOIMYECKH
JIUCTEPUO3 XapaKTepHU3yeTCs HEKPO30M, BCIie]l
3a KOTOpPBIM HacTyraeT asza nposmdepaTuB-
HOI AKTHBHOCTH KJIETOK PeTUKYJIOIUTAPHOTO
3BeHa, MPUBOJALIASA K OOPA30BAHMIO TPaHY-
JieM. B 11eHTpe rpaHysieMbl coXxpaHsdeTcs 30Ha
HeKpo3a, a no nepudepun pacnoyiaraercs
OoJTbIIIoe KONMWYeCTBO KJIETOK C MPH3HAKAMM
XpPOHHWYECKOro BocnaneHuWss. MakpocKoru-
YecKHe U3MeHeHMd B TUIalleHTe XapaKkTepusy-
HOTCY 30HAMH HEKPO03a, MUKPOCKOITHYECKH —
abcueccamu. B ctpome Tpodobnacta Mexay
BOPCHHAMH OTMEYAIOTCSI CKOTUTEHMS TTOJTH-

MOpOHYK/IEAPHEIX JIEHMKOLIMTOB 1 BOPCHHBI
C MpU3HAKAMM BOCTIAJIEHUMS M HeKpo3a. Yac-
TOM HAXOMKOH SIBIAETCS XOpHOAMHHUOHHT. B
JIELMAYAITBHBIX MUKpoabcLieccax U B HEKpO-
THYECKH H3MEHEHHEIX 1IEHTPAIBHBIX YaCTAX
BOPCHH IMPH MUKPOCKOITHHA MOXHO BBISIBUTH
rPaMITONOXKUTETbHbIE OAKTepHH.

Hucpexcuus npu 6epemernnocmu. Xopouo u3-
BecTHO, uTo GakTepuu Listeria monocytogenes
JIETKO TIOPAXKAOT TUIOA M TUIALIEHTY, YACTO BhI-
3bIBasi BHYTpHyTpoOHyto rdens. [1yTs mepena-
YK JIUCTEPHO3a OT MATEPH K TUTOAY MOXKeT ObITh
TPAHCILIALEHTAPHBIM W BOCXOAAIIUM. B paH-
HHe CPOKM OepeMeHHOCTH 3T0 3aboseBaHne
MOXKET IMPUBECTH K CETTTHYECKOMY BHIKHIBIIILY,
XOT$1 OOJNBIIMHCTBO MepUHATANIBHBIX 3apaske-
HUI rporcxomut rocie 20 Hex [6]. Tpu uHgu-
[IMPOBAHNH B KOHIIE BTOPOTO U B TPeTheM TpH-
MecTpe GepeMEeHHOCTb YaCTO 3aKAHYMBAETCS
TpeXIeBpeMEeHHBIMH POJIAMH WITH MEPTBOPOXK-
JeHveM. 3aborneBaHue Y MaTepl XapaKTepu3y-
ETCS IMXOPATKOM, YTOMISIEMOCTBIO, TOJIOBHOI
Gomnsto, 6OMEID B MBITINIAX. YACTO TTOABIAIOTCH
TIPM3HAKY YTPO3BI TIpePhIBAHUS OepeMeHHOC-
TH. [TpKH OTCYTCTBHMM JieYeHHS YACTOTa MEPTBO-
POKIEHUIA M CAMOITPOM3BOJIEHBIX ITpephIBAHMIA
OepeMeHHOCTH MPH JIMCTePHO3e COCTABIISIET
40—50% |6]. [1paBunbHOE NeYeHHe MOXKeT 3HA-
YUTEITBHO CHU3WTh YMCIIO HeOMArornpuaTHBIX
MCXOJ0B. BOJBIIMHCTBO ABTOPOB CUMTAET, YTO
HauOoJee pacrpoCTpaHeHHBII [IYyTh BHYTPU-
yTpoGHOTrO 3apakeHHs — TPAHCIUIALIEHTApPHOE
HHGpUITpOBaHKe, a He BOCXOIALIAS MH(peK-
i [1]. O TpaHerualeHTapHOM WHGHIIMPO-
BAHMM CBHIETENIECTRBYET HATTMUME BO30OyIHTe-
JI B OKOJTOTUTOAHBIX BOJAX IMPH OTCYTCTBUU
TPU3HAKOB MOpAXeHNsT 000I0UeK.
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Hrughexnua y nosoposicoennsix. MHbeKIM-
OHHBIH IMPOLIECC B HEOHATAIBHOM [TEPHOJIe —
Haubosee yacTas KJIMHUYecKas: popma uc-
Tepro3sa. BeiaensioT paHHWI W MO3IHMIA JINC -
Tepro3. Pannsas ¢popma pasBuBaeTcs B Teve-
HHe 7 THEN 110CTIe POXKIEHH, HO B OOJIBILIMH -
CTBE CJIyYyaeB IMarHOo3 MOXeT ObITh 3aroo3-
PeH ke BTiepBbie CYTKH XH3HU. JIuctepros y
HOBOPOXIEHHBIX XapaKTe pU3yeTcsi U3MeHe-
HHEM L{BeTa MEKOHMS, [IMAHO30M, aITHO3, Jieii-
KOLIUTO30M, TPOMOOLIUTOTIEHHEN, pecrupa-
TOPHBIM JHUCTPECCOM, MHEBMOHWEH, aHEMU-
ell; MHOT/a MPUCOEANHSIETCS MEHWUHTHT.
BonBIIMHCTBO JeTei, MopaXeHHbIX JIUCTEpPH-
030M, pOXIAIOTCA MpeXaeBpeMeHHO. [1pu
JIMCTEPUO3€e 3HAUNTEIIBHO TIOBBIIIIEHA YacTo-
Ta MEpTBOPOXIEHUIA, a TIPH paHHEM TIpOsIB-
JIeHWM 3a00J1eBaHUS TI0CTIE POJIOB JIeTaIbHbIe
MUCXOMBI Cpeq HOBOPOXIEHHbBIX JOCTUTAIOT
15%. TIpy HAMMYKK JTUCTEPUO3a Y HOBOPOXK-
JIEHHOTO B TIOJIOBUHE CITYYaeB y MaTepu Hesza-
JIOJITO 0 pOOOB OTMEYaloTCsl 3aboeBaHus,
HATTOMHUHAIOLLIME TPUIIIT.

Io3znHss popMa JMcTe pro3a, KIMHHYeC-
KHe [MPOSBIIEHUS KOTOPOIT OTMeYaroTcsl CITy-
cTs1 7 gHel XM3HM HOBOPOXIEHHOTo, bonee
yeM B 90% ciryuaeB XapakTepH3yeTcsi MEHWH-
THTOM. BTa BTopad Mo YacToTe BCTpevyacMo-
C¢TH popMa MEHWHIUTA ¥ HOBOPOXKIEHHBIX
MOCJIe CTPEITTOKOKKOBOTO. BONBITMHCTBO aB-
TOPOB OTMEUAET, UTO MAJTBYMKH 3a0071eBaI0T
yaiue, yeM geBouku. Haubonee xapakTepHbI -
MW paHHUMH MPH3HAKAMHA MEHUHTUTA ABJIA-
IOTCS1 TIOBBIIIIEHWE TeMIIepaTyphl U Bo30yIu-
MoOCTh pebeHka. JIabopaTopHble aHAIM3BI ITPK
no3aHeln popmMe JIMCTEPHO3a HE HMEIOT CTIe-
LU(PHUYECKUX U3MeHEeHU, XOTA B CITMHHO-
MO3TOBOM XHUAKOCTH 0OHAPYKUBACTCH 3HA-
UUTEJTBHOE KOJIMUECTBO KJIETOK ¢ Ipeobana-
HUeM noanMopdoHyKIeapHeIx ¢opM. Yac-
TOTA JIETATbHBIX UCXOA0B U OTHAJIEHHBIX
OCJIOXHEHMIA ITPH MO3IHKX (hopMax JIMCTe pr-
03a HeCKOJIBKO HITKe, YeM MpH paHHUX.

Ocroenvte npunyunol OUAZHOCMUKH.
Listeria monocytogenes XOpoIIo KyJIbTHBH-
pyeTcs Ha pasIMYHEIX OyiboHAX. B npeasa-
PUTETBHOMN 00paboTKe MCTIONBL3YIOTCS KPOBSI-
HOM M 0KcOPACKMIT araphbl.
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Haubonee yacTeIMU NMpU3HAKAMM JTUCTE-
pHoO3a 1py DepeMeHHOCTH ABIIMIOTCYH 3a00-
JIEBaHHWA, CXO0XME C I'pHUIINIOM, CHHUIXKCHHE
,[[BIf[l"HTeI[bHOfI dKTHUBHOCTH IUTIONA, a4 TAKIXKE
npekaeBpeMeHHbie poabl. [Ipr nogospeHrn
Ha JIMCTepHO3 HeOOXOAMMO B34Th aHATU3BI
KPOBH, MOYM M Ma3KH JUis 1ocesa. Jlo mno-
JIYUEHHA pe3yJibTATOB MOXKHO HAa4YaTh JIeue-
HHUEe aMOKCWIITUHOM. PaHugsd JHAarHOCTHKA
JHMcTepHo3a UMeeT OUeHb OOoNbIloe 3HA-
YeHHe, IMOCKOMBKY 3T0 3a00JIeBaHUE YacTo
BBIZBIBAET pPA3JIMYHBIC TICPHHATAIBHEIC OC-
JIOZKHEHH .

llpenamaasnoe aeuwenue. T1py TIOOTBEPXK-
JICHWU MUATHO3a JIMCTEepHo3a U 0COOEHHO
MpU HATAYHAW TIPU3HAKOB XOPHOAMHHOHHUTA
cJieflyeT HayaTh JieyeHUe aMITAIMJLIMHOM T10
4—6 T B JieHb B COYETAHWM ¢ AMMHOTJIMKO3H-
JlaMu [7]. JlekapcTBeHHBIE CpecTBA JOIDKHEI
BBOAWTHCH BHYTPUBEHHO IS JOCTUXKE HUS
HeoOXOIUMbBIX KOHLIEHTpaLMid B TKaHsax. [1pu
OTCYTCTBUM KJIMHUUYECKUX TIMPOSIBIACHMIT XO-
PUOAMHMOHUTA MW TIPH CTePTOI KIIMHHKE
JIACTE pHO3a MpernapaThl MOrYyT ITPUMEeHSITHCS]
per 0s (AMOKCHITMITMH 2— 3 T B ieHb). Bo Bcex
CITYUAsX KypC JOJDKEH IMPOJIOJIKATECS He Me-
Hee 14 pHeid. [Tpu HerlepeHOCHMOCTH aAMITH-
IIWJTMHA TpernapaTtoM BeIOopa sBideTc
SPUTPOMMIIMH. X0pOl1IHii neyeOHbIi 5(deKT
OKaszbiBaeT TPUMETONPUM -CYIb(paMeToKca-
30/1, HO OH TOKCHYeH JIJI HeJJOHOLIeHHBIX
HOBOPOXIIEHHBIX.

Hpopuraxmura. [1popunakTrueckue
MEpPOTPUATHA NOJDKHBI OBITh HaITpaBiie HbI
NPOTHUB TUILEBBIX 3apaXeHW U HA MPeJIoT-
BpaileHue BCrbilieK 3abonepanusd. Clieny-
eT UCKJIIoUaTh U3 yIoTpeOIeHUs He/loBa-
PEHHEIE MACHBIE MPOAYKTHI, HEMEITEIE OBO-
11 U HeracTepyu3oBaHHOEe MOJIOKo. [Tpu
BCITBILIKAX JIMCTepHOo3a GepeMeHHble ¢ T10-
JO3PUTENbHBIMW KJIMHWYECKHUMHU TIpU3HA-
KaMH JOJLKHBI IPOHTH TabopaTOpHYIO IUar-
HOCTHKY C TIOCJIEAYIOLIMM JIEUeHUEM aM-
MAIHUTHHOM M aMHHOIIIMKO3WIaMu. B He-
KOTOPBIX CIIydasx i JUATHOCTUKU XOpHO-
AMHHUOHWTA MPUMEHAKT aMHUOIIEHTE3.
K cuacTbio, mpy cBOeBpeBpeMeHHOM ar-
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HOCTHKE M aeKBATHOM JICYeHHUH MPOTHO3
JUIS MaTepy M IUJI0JIa MPH JIMCTepro3e Oma-
TOINPUATHEIN, a4 YACTOTA OTHATEHHBIX OC-
JIOKHEHHIT HEBBICOKA.
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BOJIESHb JIUMA

Onpedeaenue. bonesznus JInma v 6op-
penno3 JluMa — 3TO MYJNbTHCHCTEMHOE
3a00JieBaHHe, BhI3biBaeMoe DoppeausMu
(polL criHMpoXxeT ceMelicTBA TperoHeM) M
nopaxarolliee YeJIOBEKa B pe3ynbTaTe
yKyca oneHbero kinema (Ixodes) [1].

Bnudemuosoeun. boppenos pacrpoctpa-
HEH J0CTaToyHO Hupoko 1 B CIIA 3aperuc-
TPHUPOBAH MOBCEMECTHO 34 MCKITIOUEHHEeM
1rata MoHTaHna [ 1, 2]. YactoTa BcTpedaemo-
CTH OOppeosa pacTeT, a ero reorpadus pac-
HpseTcd. BTo HauboJee pacnpocTpaHeH-
Hag nHpekus B CLLA, mepemaBaeMas yepes
YKYCHI Kiellleii. boppenios ropaxaet cycTa-
Bbl, HO KJIMHUYECKAad KapTrHa MOXKeT BKITIO-
YyaTh KOKHBIE, HeBPOJIOTHUYECKHE, KapaHralib-
HBIE CHMIITOMEI M TIOpakeHue rnas [ 1—4].

Borrelia burgdorferi — pnuMHHas y3Kas
CITHpaieBUIHASA IMOABMIKHASA CITTUPOXETA C 3a-
OCTPEHHBIMM KOHLIAMH, UMerowad ot 4 1o 8
KryTUKOB [ 5]. CripoxeThl repe 1aloTcd Yeno-
BEKY uepe3 YKychl Kiellleii: Ixodes scapularis
B CEBEPHBIX W CPeHUX LITATaX AMEpUKU U
Ixodes pacificus B 3anmagHeIX mrratax [6]. Oc-
HOBHBIMH X034€BaMH KJIELel SABIA0TCH Oe-
JIOHOTHE MBILIK K OeJIOXBOCTEIE OJIEHW, XOTS
MHOTHE APYTHe XHMBOTHBIC U MTHULBI TAKXKE
MOTYT OBITE HCTOUHHKOM 3apaxeHnda [7].

B CeBepHoil AMepHKe /mogd MHQPUIHPY-
10TCH B OONBLIMHCTRE CIIyYaeB BeCHOM M paH-

HUM JIETOM, KOTJIJa KOHTarMO3HOCTh KJIeIei
BospactaeT g0 S0—75%. Pazmepsl Kienieit
MaJIbl 1 MX YKYCBI MpakTHYecKue Oe300e3-
HEHHBI, ITOSTOMY KOHTAKT MOXKET MPOMTH He-
3aMadyeHHBIM, YTO oberdaeT WH(QUIPOBa-
HUe DOppeno30M.

Kaaccupurcayua. bonesns Jluma MoxeT
OBITE pa3ielieHa Ha HecKoNBKO popm [2]. Pan-
HSIST TOKAIM30BaHHAas (popMa XapakTepu3yeT-
€4 COJIMTAPHOI SpHUTEMOIT T OOppPeTHO3HOI
JIMM(POLIMTOMONM, K KOTOPOI HHOTIA IMPUCOe-
JHdgercd JmMbaneHonatisd. PaHHAd oucce-
MHUHHpOBaHHAasA (popma IpeacTaBIsieT coboit
Pa3IATYIO 3PUTEMY B COUTAHHH C TIOpaskKeHH-
€M pasiIMYHbIX OPraHoOB M MPUCOeIMHEHUEM
HeBPOJIOTHYECKHX, KapIHATBHBIX CUMITTOMOB
1 TopaxkeHus cyctaBoB. [To3ansist hopMa xa-
paKTepU3yeTCsl XPOHWUSCKHUM aKpoaepMaT-
TOM, APTPUTOM M TIePHOINYECKH BOSHUKAIO-
LLIMMH HEBPOJIOTMYECKMMU HAPYLIEHUAMH.

Kaunuveckan kapmuna. boppenuosHas
SpUTEMA SIBIASICTCS] OMHWUM M3 CAMBIX THITHY-
HBIX NMpogBaeHuit 6oneszHu Jiuma [1, 2]. Io-
YTH MOSOBHUHA 3a00JI€BIIMX MALUEHTOB YKa-
3BIBAKOT Ha YVKYC KIICIIA. KoxHBIe BRICHITIA-
HHSI, XapaKTepHBIE 111 00ppesio3a MosiBis -
FOTCA BCpedHeM depe3 |—4 Hem mocTe yKyca.
OHM MPOSIBISIOTCS B BUAE OKPYINIBIX MIA
BBITSHYTBIX 3PUTEMATOMIHEIX IITeH, KOTO-
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pEIE MOCTETIEHHO PACIIPOCTPAHAIOTCH 110
BceMy Teny. B GonblIMHCTBE CITy4yaeB BO3HW-
KaeT 53¢ peKT «GbIubero raasza», To €CTh KOJb-
1A THIIe peMHM BOKPYT IIePBHYHOM OIIAIIIKH.
BeICBITaHKsE MOTYT COMPOBOXIATBCH KOXK-
HBIM 3YJIOM, HO MOTYT M He BBI3BIBATh He-
MNPUATHBIX olylleHuii. MHorma chirb co-
MPpOBOXAAeTCsl TIOSIBIeHHEeM BOCHaleHUs
peruoHaMbHBIX TMMpaTHUecKuX y310B. [1pu
paHHel ToKanm3oBaHHOM (hopme 3aboreBa-
HHe YacTo MpOoTeKaeT ¢ CUMITTOMAMH, TTOXO0-
>KMMHU HA TPWIIIL.

JluarHos paHHeil qUcceMUHHUPOBAHHOM
GOpMEI cllelyeT CTABUTh TPH TMOABIEHHNA
BBICOKOH JIMXOPAIKH, (hapyHTUTA, TeHEPATTH-
30BAHHON MUMQaIeHOIATHH, CYI0POr, M-
anruii, apTpairuvii ¥ rojioBHoi 6omu. Dta
¢dopMa COMPOBOXIAETCS Cepbe3HBIMH OC-
JIOXKHEHWAMW: MEHUHTUTOM, MUOKAPJIUTOM,
rernaTuToM, apTpuroM. OKoso 20% raiyeH-
TOB ¢ Oone3HbIo JI1Ma, cTpagalolx apTpH-
TOM WJIH apTpanrusMy, He UMEKT NepBHI-
HBIX KOXHBIX MPOSABIeHUIT [2].

I1pu oTcyTCcTBUM JleUeHUSA ApTPUT pa3Bu-
Baetcst y 50% nammeHToB [8]. KiluHuuyeckue
MPOSIBIIeHNs] TIOpaXXeHMsI CYCTaBOB B OOMNb-
IIMHCTBE CIIydaeB perucTpUpyrOTCs uepes
MeCHILL TTocIe Havyasa 3a60ieBaH s, HO MHOT -
Jla 9TOT MHTepBasl 3aTATUBaeTCs A0 2 JIEeT.
CHauasna 0oJIM MOSIBISIOTCS ACUMMEeTPUYHO
B pa3HBIX CyCTaBax, MOCTENeHHO TIepexols B
MOHOAPTUKYJIAPHBIN TepeMesKaloLHiics ap-
TPUT U KOHLEHTPHUPYACH B 001acTH GOJTBLINX
CYCTABOB: KOJIEHHBIX, IJIEUEeBHIX, Tazo0en -
PeHHEBIX, TOKTeBEIX. B 20% ciyyaes MoxeT
HACTYNMUTH camomsieuenue, B 10% — aprput
MEPEXOIUT B THKEJYIO XPOHUYECKYIO JeCT-
PYKTHBHYIO hopmy.

Ipenama.vnas mparncmuccus. O BO3MOX-
HOCTH Mepenauu crpoxetsl Burgdorferi ot
MaTepH K Iioay BriepBble cooOumnu P.
Schlesinger u coast. B 1985 romy [9], mocrne
Yero IoCeIoBaNIo MHOTO paboT, MOCBSIIIEH -
HBIX McXogaMm GepeMeHHOCTH npu Gone3Hn
JIuma. B OonblLIMHCTBE CyyaeB CIIMpOXeTa
rnornajgaeT K IUIOAY IreMaTOreHHBIM ITyTeM.
[MTpu HQUIIMpoBaHUM MaTepH OepeMeH-
HOCTb MOXET 3aKOHUYHUTHCS CAMOTIPON3BOIb-
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HBIM MpephIBAHHEM, MEPTBOPOXKIAEHHUEM, Jie-
TAJIbHBIM HCXOIOM B I1e pUpPOJL HOBOPOXKIEH-
HocTH, (POPMHPOBAHUEM BPOXIEHHBIX AHO-
Mauii pa3BUTHSI, pa3BUTHEM CHCTEMHBIX 3a-
Oonesanmii, cericicoM |1, 2]. AHOMamiu pas-
BUTHS U HAapylleHHd (GYHKUMIT OpraHoB U
CHUCTEM, BOZHHKAWIKMe Ha oHe DoJIe3HU
Jluma y miopa, pasHooOpasHbI: 3T0 MIOPOKHU
cepaua (medeKkThl cepaeyHbIX Meperopoaok,
KOApKTaLMA a0pThl), MUOKap/HAlbHAs q1C-
GYHKIMSA, HEBPOJIOTHUECKUE HAPYLIEHHS
(TUTIOTOHMS, KOPTUKAITBHAS CIETIOTA, 3aAep-
JKKa YMCTBEHHOTO pa3sBUTH), THApoleda-
JINA, aHOMAJIMM CYCTABOB U KOHEUYHOCTEM
(CMHIAKTUIWKM, KOHTPAKTYpHI, Kocona-
MOCTH). KOXHBIE BBICHITIAHUY, TIATOJIOTHI
rna3 (onedapur, peTHHUT). B HeKOTOpBIX
cITyvasix rpu 6epeMeHHOCTH TMATHOCTHUPYeT-
Cs 3aJepXKa BHYTPHUYTPOOHOIO pazsBUTHSI
TUI0/1A, 4 B HEOHATAIBHOM TEPHO/IE pa3BUBa-
eTCsl CeTiCHC, THIepOuTHpyOHHeMWsI, TeTa-
TocIUIeHoMeranus, nuManeHonaTus [2].
K Hactosiuiemy BpeMeHHM ellle He OIMMcaH
CHHJIPOM BpOK1eHHO#M 6oresHu JInMa. bob-
IIMHCTBO OepeMeHHOCTel, IIPH KOTOPLIX Ma-
TepU TMPOIILTH JIeUeHNe, 3aKAHUMBAKOTCS ONa-
rononyuHo. [pu mAGULIHMpoBAHHH B ITIepBOM
TpUMeCTpe U OTCYTCTBMM Teparuu 40% OGe-
peMEHHOCTEN MPePBIBAIOTCH CAMOIIPOM3-
BOJIBHO, a B 20% cJlyyaeB pa3BUBAIOTCH TSIKe -
JIble HAPYIIIEHUSI, ONUCAHHEBIC BHIIIIE.

Ocroervte npunyunst duaenocmuxu. Y 4%
TAlMeHTOR ¢ ODone3Hbio JInMma B Teyenne 2—4
HeJl 0T Hauasa Goppelosa pa3BUBaloOTCs pas-
JIMYHBIE HEBPOJIOTHYeCKHe CHMITTOMBI, He
COIMPOBOXKIAIOIIHECH KOXHBIMA BBICHITIAHM-
aMu [3]. LlenTpaneHad W repudepudeckad
HepPBHBIE CICTEMEI MOTYT BOBJICKATHCSI B ITPO-
1ecc Ha ool ctanui 3aboneBanus. Han-
Ooree TUITHYHBIMH MPOSBIEHUAMMU ABJIAIOT-
csl sHuUedanonaTus, MEHUHIUT, XpOHUYeC-
KW Mporpeccupyomuii sHIledaToMUeuT,
nepricheprdecKiie HeEMpPOITaTHK, ATAKCHSI, TIO-
JIMHEBPUTEHI ¢ TieprdeprUvYecCKUMH Mape3amMin
KoHeuHocTelt [10].

YV 2—8% OonbHEIX Yepe3 1—3 Mecsia ot
Hauasna 3a0oneBaHUs pa3BUBAECTCS KapaoWUT
[9]. CaMBIM TUITWIHBIM ITPOSIBIIEHIEM O0JTe3-
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HH JTuma gaBgeTcs TpoxXoasdiiiee HapylleHe
ATPUOBEHTPUKYJISIPHOM [MPOBOAUMOCTH
BILUIOTH A0 mosHoro 6noka. [Tpu orcyrctBrmA
JIeYeHUs KapAHOJIOTHUYeCKHe HAapyLIeHHs
pasBuBaiorcs y 6—8% manmeHTos |1, 2].

XpoHUYeCKHIT aTpoMUeCcKHii akpoaep-
MaTHT — 5T0 PU3HAK, XapaKTepHbIH [T 0~
3aHeil MaHupecTanuu OonesHu Jluma. OH
Oonee pacripocTpaHeH cpey HaceneHus EB-
porbl 1 pejiko Betpevaercs B CLUA [1]. Ak-
polepMaTHT pasBuBaeTcs crycts 6—10 Mecs-
1IeB TIOCTIe Havasia 3a00neBaHus U IIPOXOINUT
TPU CTAIHUM: BOCTIAIUTENIBHYIO (3pUTeMHEIE
BBICHITIAHMA), CTAAWIO YILIOTHEHWS KOXH W
atpoduueckylo. ¥ 2/3 malMeHTOR ¢ aKpoaep-
MAaTUTOM pPa3BUBAIOTCA U MepudepryecKie
Helipornatuy, a y 20% npucoenuHsieTcs ae-
dopMUpyIOIIMiT APTPUT.

Jwuarnos 6onesHH JIMMa MOXHO IocTa-
BHUTB MPU HATUMMHMHA TUITAYHBIX KOXHBIX ITPO-
SIBIIEHUI M YKA3aHMS HA YKYC KJTellla B aHaM-
Hesze. [lpu cTepToii KIMHUYECKON KapTHHE
HeobXoaMOo MpoBeaeHKe TabopaATOPHBIX HC-
cnenoBanuii (ELISA-, LPA-, IFA-TecTHl,
nojuMepaszHas nenHas peakmug) [11].
Western blot TecT Haubomee HameXeH: ero
YYBCTBHUTEIFHOCTH HA pAHHHX CTAIMIX 3a00-
JieBaHUA fgocTuraer 53—92%, a Ha MO3AHUX
— 100%. ITLLP vimeeT 100% cnietipaHOCTD,
HO €ro YyBCTBUTENIEHOCTb B PAHHHUX CTAIHMSX
BapeHpyeT oT 38 o 90% [1, 11].

Jlewenne. HekoTOpbIe aBTOPHI COOOLIAOT
0 OnarompUsTHLIX Ucxoaax OepeMeHHOCTe
npu 6onesHu JInma y Mate py 1ocie JedeHus
aHTuoroTHKamu |12]. Obiiee KoaHM4ecTBO
HeOJIaronpuATHBIX MCXOJIOB MPM OTCYTCTBUU
JieueHUA TpH OepeMEeHHOCTH COCTABIAET
75%. a Tocye neuyeHNs1 — TOJBKO 25%. Dd-
(heKTMBHOCTE JTeUeHNsT 3aBUCUT OT CpoKa be-
PEeMEHHOCTH: HAYAJIO JIeUeHUd B ITepPBOM TpH-
MecTpe yMeHbLlUaeT KoJIM4yecTBO Hebnaror-
PUSTHBIX TIe pUHATANBHBIX HcxoaoB ¢ 80 mo
47%, Bo BropoM — ¢ 80 1o 23%, B TpeTbeM —
¢ 50 mo 0%.

Xopouio J0Ka3aHo, 4YTo JieueHHe aHTh-
6uoTHKamMu He MoxeT B 100% cnyvasax rpe-
JOTBPAaTUTh BpOXIeHHEIH Ooppento3. Bric-
Ka3bIBaJINUCh MPEaIToNoXeHus:, YTo Hesd-

(heKTHBHOCTE JIeUeHH s OOBACHAETCH HEaIeK-
BATHBIMM JI03aMHW aHTHOMOTUKOB WJTH Herpa-
BIILHBIM MX BeIOopoM [13]. [Ipu panHux
opMmax (moKanM30BaHHOM WK JIUCCEMM-
HHMPOBAaHHOM ) BO BpeM s OepeMeHHOCTH peKo-
MeEHIyeTCA JieueHHe e TprakcoHoM (1Mo 21 4
pasa B JieHb), NeHUIWLTMHOM G (4 MIH e 4
pasa B IeHb), aMITULIHM/UTMHOM (2 r 4 paza B
JeHb) B TeueHue 14 nHeit. [1pu HeBo3MOXHO-
CTH NMpUMEHeHW BHYTPUBEHHOTO BBEJEHMS
JIeKapcTB 11eJiecoobpasHo JieyeHHe aMOKCH-
urumHOM (500 MT B IeHb) WK 11eDypoKCH-
moM (500 mT B IeHb) B TeueHne 30 aHeii.
ITpy BpoxaeHHoO# 6onesHu JImma HoOBO-
POXICHHOMY HazHavalT UedTpUAKCOH
(50 Mr Ha KT Beca 4 pasa B JieHb) W Ledo-
TakcuM (100 Mr Ha KT Beca 4 pa3a) Ha CpoK OT
14 no 30 nueii. [Tpu OTCYTCTBUM CUMITTOMOB
foppeosa y HOBOPOXIEHHOI0 WIH ITpH
AJIeKBATHOM JIEUeHUM MaTepH B TeueHHe Oe-
peMEHHOCTH JleUeHHe MOXHO He TIPOBOINTh
WM HA3HAYUTD aMOKCHIDUTNH (40 MT Ha KT
Beca B JieHb) B TeueHre 10—30 gHeii [13].

Hpopuiaxmuxa. bepeMeHHbIE, XUBYLI e
B pailoHAX 3HOeMUi Doppeio3a U YKYIIIeH-
HBIE KJIeIoOM, TOJDKHBEI HEMEIJTEHHO l'IPOﬁI’I'I/I
Kypc JieueHHA aMOKCHUMIIHHOM (500 Mr
B JieHb) B Teuenue 1021 mug |13, 14], medy-
pokcumoM (500 Mr B ieHb) WM 3pUTPOMH-
uuHoM (500 Mr 4 pasa B JieHb) B TeueHHE
10 mHei. AMepUKaHCKMIA MHCTUTYT aKkylLep-
CTBA W THHEKOJIOTMM peKoMeHayeT 21-/1HeB-
HBII Kypc JiedeHUs1 OepeMeHHBIM, YKYIIeH-
HBIM KJIEIIOM, HO HE UMEIOLIMM KJIMHUIeC-
KHX TMposiBaeHui 3aboneBanug | 14].

Ilpedomepawenue 6oppeanosa. C 11e/1b10
YMEHBIIEHHUS YACTOTHI BO3HMKHOBEHUS 00-
Jte3H JIviMa nMpeanpuHUMAIOTCS Pa3IUUHBIC
Mepbl: YMEHBILAETCH MOroioBbe KHUBOTHBIX,
SABIIMIONAXCY XO35ieBaMU BO30OYIMTeN4, OCYy-
IIECTRISIETCS] XMMUUe CKIii 1 GakTepUuoJIoTH-
yecKHii KOHTPOIb 3a KieliiaMi. B HacTostiee
BpeMsl MPeANTPUHHUMAIOTCS MOMBITKH paspa-
OOTKM CXeMBbl BaKIMHALMH JIIOAEN U SKMBOT-
HBIX (X0351€B Bo30ynuTeneit) npotus Gones-
Hu JInMa, HO 10 CHX TTOp BaKIIMHALIAS JIHOICH
HeBO3MOXHa |15].

205



8 rjiaBa

CaMBIMK MPOCTEIMH MEPAMH MMpelOTBpa-
LLeHK4 3a00J1eBaHUA ABIIAIOTCSH BO3IepKaHKe
OTTIPOTYJIOK BJIECY U B BBICOKOI TpaBe B paii-
OHAX SHAEMUH, HOIIeHWe 3allUTHON OfexX-
JIBI ¥ IpUMeHeHHe KITELLEBBIX pPeresiieHTOR
(N-musTia-Tonyamu ). Omexay v Teso clie-
JIyeT peryjidpHo ocMaTpuBath. Ecnu Kieln
BHEIPUIICS B KOXY, eT0 OCTOPOXKHO, cTapa-
SICh He TIOBPeINTh, YIAISIOT ¢ TTOMOIIBIO
MAHLIETA UK PYKOH B Iepuartke. MecTo yKy-
ca oOpabaThIBAIOT CIIUPTOM M 3aTeM B Teue-
HITe Mecg11a KOHTPOJMPYIOT TTOsSIBNIeHE SpH-
TeMBl. [Tocne eTMHCTBEHHOTO YKyca PHCK
BO3HUKHOBEHUHA OonesHu JInma HU30K (4—
8%), HO AMePUKAHCKWIA HHCTUTYT aKyLiep-
CTBA ¥ TUHEKOJIOTHH PEKOMEHIYET NaXe B
STUX Cy4asiX MPOBOAWUTE MpoduiaKkTHIeC-
KM Kypc aHTUOAaKTe pUASTBHOI Te paTTiMu, TI0-
CKOJIBKY IOCJe JieHeHHd PUCK 3apaxkKeHus
cHuXaetcs o 0%. Hekoropele aBTOPHI ITpH-
JIepKUBAIOTCSl TAKTUKHU AKTHBHOTO JIeUeHUS
TOJIBKO 3a00IeBIINX JIFOAeH U BO3OEpXKUBA-
1oTCH oT npoduIakTHYeckoro kypea [16]. Bee
MCCIIeIoBATENA CXOAATCH BO MHEHHUH O He00-
XOAUMOCTH MPUMeHEeHUS! AHTUOUOTHUKOB
BceM OepeMeHHBIM, YKYIIEHHBIM KIEIIOM B
paﬁonax SHAEeMHH, IMMOCKOJBKY TOKCHUHOCTDL
JIeUeHHWd HEBBICOKA, a PHUCK 3a00JIeBaHUA Ma-
TepU U, COOTBETCTBEHHO, IUIO/IA TTPH JIeUeHUU
pesko cHikaetcs |17, 18].
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CUONJINC

Bnudemuoroeua. Crudumic — s1o 3abone-
BaHKe, KOTOpoe BEI3HIBaeTcs Treponema
pallidum. OHo nopakaeT TOJIBKO UeJIOBeKa 1
niepenaeTcs Mpyu HEMOCPEICTBEHHOM KOHTAK-
Te CIUPOXEThI C MOBPEXICHHOM KOXe WIn
crmzucToil. B Hauane 80-x rogos B CLIA 6b11
OTMeUeH POCT 3TOTO 3a00JIeBAHMS, CBSI3aH-
HBIH C TIOSIBJIEHHWEM HOBBIX CJIyUaeB U C BBe-
JIeHHEeM HOBBIX KpUTEPUEB perucTpaiyuu
LlenTpoM KoHTpons Haa 3aboneBaHusMu | 1].
l'eorpagmueckasi pacrpocTpaHeHHOCTb CH-
¢duca 3HaUMTeIBHO BapbupyeT: 45% ciy-
YaeB perucTpHpYETCH B IOrO-BOCTOUHBIX paii-
OHAX, TJ¢ TIPOXUBAET TONBKO 19% Bcero Ha-
ceneHud AMepuku |2].

[Tpu GepemeHHOCTH CU(DUIMC YaCcTO TH-
ATHOCTUPYETCHA Y MOJIOABIX HE3aMYKHMX
JKEHIIMH, He HAXOISIIMXCA IO/ HAGIIOIeH N -
eM Bpadeil. OueHb BBICOKA 3a00MeBaeMOCTh
cpeu aMepuKaHieB appUKAHCKOTO TIPOKC-
XOXKIEeHUS, BEIXOALEeB U3 JIAaTHHCKOM AMe pr-
KM, a TaKXKe cpemu XKuTelei Hbm-ﬂopKa,
Kamugopnun, @nopuisl, Texaca, Muuura-
Ha, UYTO 0OBSICHETCS IITMPOKUM pacipocTpa-
HEHHEM HAPKOTHKOB H TTOJOBLEIX KOHTAKTOB
CO MHOTMMH MapTHepamMu Oe3 aleKBaTHOM
KoHTpauerniuu |3]. CrieKTHHOMHILIMH, KOTO-
PBIi ITMPOKO IMPUMEHSIETCS [Tst leYeHUs To-
HOppeH, He TPETITCTBYET pa3sBUTHIO CH(H-
Jmca. OTpagHo, YTo BTeueHHe ITOCHeAHUX JIeT
YacToTa cJIyyaeB MepBUYHOIO U BTOPUYHOTO
cudumca cpeid XEHIIUH HEeCKOJIBKO
yMeHbIIWIACk. YacToTa 3TOro 3aboneBaHus
B 1981 rogy cpemi 6epeMeHHBIX cOCTaBIsIA
15 cnyuaes Ha 10 000 [4]. LlenTp KOHTpONA
Haj 3abosieBaHUAMHA cooOra o 3000 ciyya-
eB BpoxaeHHoro cudmmica B 1990 romy, Ho
yxke B 1995 roqy KOnM4ecTBO 3aperucTpHpo-
BaHHBIX HAOIMOAEHUI COKPATUIIOCH BIBOE.

Hucperyua npu bepemennocmu. Cudpunmc
— 5TO CHCTeMHOE 3aboJieBaHie, KOTOpOe J0-
CTATOYHO JIETKO TTepefaeTcs Tuoy. [lepuHa-
TadbHASA TPAHCMUCCUA TIPOMCXOAUT TPAHC-
MJIAleHTAPHBIM TeMATOIreHHBIM IIyTeM, HO
UHPUIMPOBAHUE MOXET HACTYTIMTh U B po-
JAX TIPU TIPOXOXKIEHUH peOeHKa I10 TIopakeH-

HBIM pOIOBBIM Ty TsiM. I'pyiHOe BcKapMIiBa-
HUe He TIPUBOIUT K mepegaue UHQPeKIHH,
€CJIM Ha KOXe TPyau HeT crenuduiecKnx
BeICBINAHK. [Tpy ocTpoit MH(pEKLMHA Y Ma-
Tepu cCUQUINC ornaceH T IUIo4a, HO TPy
JIaTe HTHO# MH}EeKIMH BHYTpUYTpoOHOE MH-
(hurpoBanue He HacTynaeT. CTereHb BHYT-
pUYTPOOHOrO MOpPaKEeHUH IU10/1a 3aBUCHT OT
Ccpoka GepeMeHHOCTH, B KOTOPOM MaTh OBbLIIA
uHpuiMpoaHa. Hanbonee Tsixkesble mo-
CJIeICTBHSI HACTYTIAIOT MpH 3a00NIeBaHIUN Ma-
Tepu B 24 Hen W Gonee. JIMarHos BHYTpHYT-
pOOHOTO MHPHIMPOBAHUS TTOATBEPXKIACTCH
ripu BeteneHun T. Pallidum u3 KpoBHM roioaa
WU aMHMOTHYeCKHX BOJ, a TAKXKe TPH Ofl-
pefesieHUH Crielin(prIYecKUX aHTHUTEN B Chl-
BOPOTKe HOBOpOXaeHHoro [5]. [TpucyrcTBHe
CITUPOXET B IYTTOBUHHOM KPOBM U B ITUIALIEH-
Te JOKA3BIBAET, UTO TPAHCIUIAIIEHTAPHOE 3a-
paxKeHHe — OCHOBHO ITyTh BHYTPUYTPOOHO-
ro “HGpUUUpoBaHU. J1o0 HeJaBHEro BpemMe-
HH CYILIECTBOBAJIA TEOPUS O BBICOKMX 3aLLIMT-
HBIX cBolicTBax KJeTok JlaHrxaHca,
MPUCYTCTBYIOMNX B MTOTpodobnacte 1
MPerSITCTRYOLUIHX BHYTPHYTpoOHOMY MH(pH-
LIMPOBAHMIO CH(HIMCOM B CpoKax 1o 16 Hepl.
[TocnegHue viccieOBaHU OKOJIOTLIOAHBIX
BOJ, TIyTeM paHHero aMHuoleHTe3a (1o 14
Hem), a TaKKe u3yueHre abopTHOTO MaTe pH-
ana JoKasalid, 4To MopaxeHue 11043 MOXeT
HACTYIIaTb YXe B MepBoM TpuMecTpe [6]. B
aMuMoTHuecKyto rmonocts T. Pallidum momna-
JIaeT ITyTeM MPSIMOT0 BHEAPEHMs Yepes TT0/-
HbIe 000JIOYUKH, TIO3TOMY Y 74% GepeMeHHBIX,
OONBHBIX CU(DUITMCOM, CITUPOXETHI BBISABIA-
KOTCA B OKOJIOTUTOHBIX Bofax [5].

ITpu oTcyTCTBUM NeueHHs 3a0onmeBaHUE
cudIicoM IpH GepeMeHHOCTH HepeIKo 3a-
KaHYMBaeTCcsl CaMOITPOM3BOIIBHBIM MpephIBa-
HUEM, MEPTBOPOXKIeHHEM, HEMMMYHHOI BO-
JISTHKOI, TIPEXIeBpeMEeHHBIMK POIAMHI U TIO-
CTHATaILHOU THOensio [4]. YacToTa repuHa-
TAJTBHBIX OCJIOXKHEHHIH 3aBUCHT OT CTATWH 3a-
GoseBanus y Mate py. [ 1pu 3a6one BaHNH, AJISI-
memcs He Oonee 4 net, B 41% cnydaeB getn
POXIAIOTCS XKHUBBIMH, HO ¢ BPOXIECHHBIM CH-
rmcoM, 25% GepeMeHHOCTeI 3aKaHYNBA-
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OTCS MEPTBOPOXIeHUAMH, 14% HOBOPOXK-
JIEHHBIX TTIOrMbaeT B HEOHATAJIbBHOM TepHoje,
B2 1% HabmomeHni poIbl HAUMHAIOTCS TIPeX-
JleBpeMeHHO 1 TOJIBKO B 18% oTmeuaetcst 671a-
ronpusATHBINA HMcxon. Ilpyu oTcyTcTBIM Neve-
HM# MaTepu NpH paHHeM cudmmice 82% ne-
Teil morubaeT WM poXxIaeTcs ¢ MpHU3HAKAMIA
BHYTpUyTpoOHOro MHpuumMpoBanus. [1pu
MO3AHEM JaTeHTHOM cHGIICce, MTSIeMCs
Oonee 4 neT, TONBKO 2% JieTeil poXIaroTCs C
MpHU3HAKaM K BpOXKIEHHOM MH(EKIINH, 4 OKO-
710 75% HoBopoXKaeHHBIX 300poBEL. [1pyr paH-
HeM JIaTeHTHOM cuQIIice YacToTa BHYTPH-
yTpOOHOro MHGHUMPOBAHWA YMEHBILIASTCS 10
40% , nipeXIeBpeMeHHBIX poIoB 10 20%, BHYT-
puyTpobHOi THbesH 110 10% , TTepUHATATBHBIX
notepb A0 4%. [1pu 1mo3mHeM NaTeHTHOM CH-
¢dumice 10% HOBOPOXIEHHBIX HMEIOT BPOXK-
JleHHYI0 uHbeKk1Mo U enle 10% norubaior
BHYTpHYTpoOHO. HecMOTps HATO, YTO IPH CBO-
€BpeMeHHOI IUATHOCTHKE U JIeUeHNU CH(PIITH-
€ay MaTepH yaaeTcsi 30eaTh MHOTHX Cephe3-
HBIX OCIOXKHEHU Y HOBOPOXKIEHHOT O, IpodIie-
Ma BPOXKJIEHHOI0 CU(HIIHCA OCTAeTCH aKTyalb-
HOM coumansHo rpobiemoit mst CIIA u
npyrux ctpaH [7].

Bpoxgenusiii cupMIHCc geIMTCsl Ha JIBe
KJIHHUYECKHE (GOPMBI: PAHHIOK W MO3IHIOK
[4]. AmarHo3 paHHero BpoOXAeHHOro cugu-
JICa CTABUTCS B TEX CIYUAsIX, KOTJA KIMHK-
YyecKue MposiBAeHNsT MH(EKIINN peTUC TPUPY-
IOTCH B TeUeHWe ABYX MepBbIX JieT KHU3HH pe-
OeHka. [TossBIeHHE CHMITTOMOB ITO33Ke, HHOT -
Jia iaxe B IyOepTaTHOM Teprojie, CBUIeTe -
CTBYET O O30 HeI BpoXKaeHHoI (hopMme crpui-
muca. KnuHMYeCKH paHHMIT BPOXIeHHBIA
CUQUITUC MPOSBILeTCs renaTocruieHoMera-
JINEH, ChIMBIO HA KOXKE, AHOMATHAMH KOCTEM
(TIepHOCTHT, OCTEOXOHAPO3, TICEBIONAPATIY
[Mappo), aHemueil, TpomMOoOIIMTONIEHMEH. B
HEKOTOPBIX CIIYYadX pa3sBUBAeTCH HEMMMYH-
Has BOJSIHKA, 3a/lepXKKa BHYTpUYTpPOoOHOr O
PasBUATHS TUTOIA, PUHWUT, AHOMATUK T71a3 (XO-
PUOPETUHMT, KaTapakTa, rjiaykoma). [lato-
JIOTHS HEPBHOI CUCTEMBI MOXKET TPOSIBIATH-
¢Sl MEHMHTHUTOM, TUAporiedaIbHbIM CHHIPO-
MOM, CYZIOpOraMu, W aCUMITTOMHOM WH(EK-
I[Mei, KoTa BO30yAUTEeNIb BBISIBISIETCS B
CTIMHHOMO3TOBOM XUIKOCTH TIOCTe TTYHK-
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LMK, Y 33% nereil ¢ BpOXIeHHBIM cHpUITHCOM
TPH POXIEHUM AMATHOCTUPYETCH AMCCEMUHMU-
poBanHas uHpekis. Okono 40% HOBOPOX-
JIEHHBIX C BPOXIEHHBIM CH(PHIMCOM IToruba-
IOT B TeueHHe HeoHaTAIbHOTO Teproaa [4, 8].
[To3aHWIA BpOXKAEHHBIN cUpHIHC, CHUM-
MTOMBI KOTOPOTO Pa3sBUBAIOTCS TTOCTE JIBYX
JIeT XXU3HU pebeHKa, MPOosIBIsgeTcs MaToNo-
rveit 3y00oB, 3aepKKOM YMCTBEHHOIO pas-
BUTHSI, CYIOPOraMM, THIporedarbHbIM CHH-
JIPOMOM, MATOJIOTME KOCTEH U CYCTABOB (BbI-
CTYTIAOINI JTOO, 3araBIias IepeHoCHLIa, Bhl-
CTYIIAIOIINE CKYJIBI, CaONeBHIHBIEC TONCHH,
MATOJIOTUA T PYAMHHO-KITIOUMYHOTO CouJieHe-
HHA). JIMarHO3 MOXKHO MOCTABHTE HA OCHO-
BAHUU BBIABICHUS CrIelMGUUECKX aHTUTENT
B ChIBOPOTKE KpOBH WJIH CITMHHOMO3TOBOI
XUIKOCTH. [TonTBepauTh AMArHO3 TO3BONSI-
T MUKPOCKOITHA TKAHeH, IMPH KOTOPOI BO3-
MOKHA IpgaMas WIeHTH(hUKALMA CITUPOXeT.

Ocroenvte npunyunsr duaecnocmuxu. Ilpu
THITHYHOM TeYeHUH cHdUIMca B KIIMHUYeC-
KOM KapTHHE MOXKHO BBIIEJIMTH HECKOJIBKO
craauii [4]. IlepBruuHas CTAAUS XapaKTepu3y-
€TCsl TosiBiIeHueM 0e30051e3HeHHOTO IIaHKpa
B MeCT¢ KOHTAKTAa C BOB@YM&JI&M M JTOKAIIb-
HO nmbaneHonaTHeil. BropyuHasd ctaams
npeacTaBigeT coboii reMaToreHHy1o M mmda-
THYecKyIO aucceMuHaiio T. Pallidum u, co-
OTBETCTBEHHO, XapaKTepu3yeTcsi CyoeOpiib-
HOM TemItepaTypoi, DOJIIMH B ropJie, rojioB-
HOM GONBIO, aleHOMAaTHEl, BRICHITTAHHAMI Ha
KOXe M CIIM3KUCTHIX. BoaMoxkHOo nmpucoeaHe-
HHe TernaTuTa, HepOTHUECKOTO CHHAPOMA U
anonewuu. JMarnos jsareHTHOTO cHdmMIrca
MOXHO CTABUTH B TeX CIIy4dasx, Korga cepo-
JIOTHYECKUE TECTHI TIOJIOKUTEJIBHEIE, & KITH-
HITYeCKIie TIPOSIBNICHUsI OTCYTCTBYIOT. JIaTeH-
THBIM CH(HITIC pA3NeIEOT HA pAHHIIA 1 110~
3IMHUN. V TpeTH OOIBHBIX MPH OTCTYTCBHUA
JieYeHM pasBUBAaeTCd TPeTHUHBIN cU(HITHC,
TMPOSIBISIONIAICS KApIMOBACKYISIPHON Ma-
ToNnorueii, HeklipocH(PpHUINCOM M AoOpoKaue-
CTBEHHBIMU CM(PHUIMTHYECKUMHA TYyMMaMH.

ITpy BpoxXaeHHOM cU(UIHCe TUIaleHTa
rpeTeprieBaeT XapakTepHble M3MeHeHUd [9]:
OHA CTAHOBUTCS OONBINOI, TOHKOM U Omne-
Hoil. [lpu rictonoriueckoM MCCIeqOBAHUKA
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BBIAB/ISETCH THITHYHAA TPUALa TPU3HAKOR:
JIMM(pOrMCTHOLMTAPHOE BOCIaJeHHe BOpP-
CHH, rTpoide pATUBHBII SHIOBACKYIIUT C TSI~
XeJIbIM BOCTIATATETbHBIM TIOpaXKeHHeM Iy-
TIOBMHBI ¥ He3penocTh BopcHH. M3mMeHeHms
B [TYTIOBMHE MOT'YT JOCTHTATE CTAIHN HEKPO-
3a [10]. 30HBI HEKpoO3a BBISIBIIOTCS TIpH
MMKPOCKOTIMMA B BAPTOHOBOM CTYIIHE BOKPYT
cocynoB. [Ipu nipyuMeHeHUN CIeHATBHOTO
OKpAalIMBaHU4 MOXHO BBISBUTH CITUPOXETHI
B IUTALIEHTE W TTYTTOBUHE.

[1pu GepeMeHHOCTH AMATHO3 CU(UINCA B
OOJTBIIIMHCTRE CITy4aeB CTABWUTCS MPH CEPOTIO-
TUYEeCKOM 0OCIIeIOBAHUM BO BpeMs TepBOro
BH3HUTA K Bpauy. [lalineHTKH, UMEIOIIE B
AHaMHe3e yKazaHue HA BO3MOXKHOCTH 3apa-
XKeHUs1 CM(HIMCOM, JOIKHBI OBITH 00CIe10-
BaHBI 60Jiee TIIATEILHO M HepellKo JIMATHO3
UM MOXeT OBITh IMOCTaBJIEH IPH MPAMOi
MUKpOCcKOTMU. [TpH paHHEeM NepBHYHOM CH-
¢unmce ceponornueckue MpodL MOTYT OBITH
OTpUIATENTbHBIMH.

JuarHocTyekue TeCThl JeATCH Ha JIBe
rpymuisl: Hecrietuguueckre (VDRL-TecT 1
RPR-1ecT — OBICTPBINA IU1a3MATHYECKMIA pea-
THUH) ¥ crieltiduueckyie (QmoopeciieHTHas a0-
copbums crienHdgpugeckux anturen — FTA-
ABS, MUKpOreMarrioTHHALMSA criemupuyec-
kux a”Htures — MHA-TP). B Hecrietmdmuec-
KX TecTax WCMOoNb3yeTcsi AaHTHIreH,
COJIEPXKALTNAI YHMCTHIH KapIUOIUIIMH, HATIpAB-
JIEHHBIAHA MIeHTU(DUKALIMIO AHTHTENA [TPOTHB
KapIHOMMUITUHA, ITPUCYTCTBYIOLLETO B CHIBOPOT-
Ke TIAIIMeHTOB ¢ CU(PUINCOM. DTOT 3(pPeKT
0OBsICHSIET HATMUME JIOXKHOTIONIOXKUTETBHBIX
peaxkumii y TaleHToB € APYTHMH ayTOMMMYH-
HBbIMU 3200JIeBAHUSMM, HATIPUMEP, BUPYCHBI-
MH H MUKOILIa3MeHHbIMK MHpeKIaMu. He-
crierUUecKiie TeCThl CTAHOBSITCS TIOJIOXKI-
TeJIbHBIMI B MIHTepBasie oT 4 10 § Hell ¢ MOMEH-
Ta WHUUMpoBaHHA. [lpH MepBUHUHOM,
JIATEHTHOM M TTo31HeM cudbmce B 25% ciy-
yaeBHecrepuiIeKyie TeCTHI MOTYT OBbITh JIOXK~
HOOTPHIATEIBHBIMU, HO MPH BTOPHYHOM TTpO-
1ecce OHM MPAKTHYECKH BCETria TIOJIOKUTETb-
Hble. JInb B 1-2% y manieHToB ¢ BIOPUYHBIM
CU(DIIACOM MOSABIIAIOTCSH HecreupruIecKyie
JIOXXHOOTPUIIATENTHHBIE PEAKIIMM B CBSI3H € M3-
OBITKOM AHTUKAPIUONMMITHHA B Hepas3banieH-

HOM CBIBOPOTKE KPOBH, UTO MPENATCTBYET KOa-
CYIIIAR. DTOT (PeHOMEH HA3BIBAETCH peakiii-
el MpoarrIIOTUHAITMOHHOM 30HBL. JIOXKHOOT-
pULIaTeNTEHBIE PesyIbTAThl MOXKHO MpeIoTBpa-
TUTH TTyTeM pa30aBieHNs CBIBOPOTKH Tepen,
MOCTAHOBKOM peakilvu. TToKasarenu Hecrie-
GHUIECKUX peaKLHiA MEHSIOTCS MOCTIe MPo-
BeJIeHUsI JieueHHsT CH(pIIHCa.

B crnienndmueckoMm Tecte MCHONb3YeTCs
JsmodmmsupoBanHag T. Pallidum. Dot Tect
umeeT OoJiee BEICOKHE TTIOKA3aTeN YyBCTBH-
TeJIGHOCTH M CTIEHM(PUIHOCTH, OH OCTaeTcs
MOJIOXKUTETEHBIM Ha MPOTSDKEHWH BCETO MH-
(peKIIMOHHOTIO TPOLIECCa, HO € ero IMOMOILBIO
HEBO3MOXHO THGGepeHIIMPOBATE OCTPYIO
(hopMy OT BOZMOXKHOT0 00OCTPEHMA YKe CYILE-
creytoniei uHQexkun. FTA-ABS MoxeT ObITh
oTpuuaTeTbHBIM Y 18% B3pOCIBIX MALHEHTOR
€ MepBUYHBIM CUGBHIMCOM U Y 5% TpH JIaTeH-
THOI M nozaHel popMmax zaboneBaHus. Yys-
cteuTenbHOCTE MHA-TP-TecTa HecKoNbKO
HIDKe, OH MOXeT ObITh HepeaKTHBHBIM B 35%
cly4yaeB, HO BO MHOIMX JabOpaTopMiax 5TOT
AHAJIA3 UCTIONB3YIOT Yallle B CBI3H € TEM, YTO
OH MEHee TPYAOeMKHIA.

YyBCTBUTENLHOCTE CIIEIT(DHUIECKOTO MM~
MYHOXHMMUECKOTO SH3MMHOTO aHAJIM3a CO-
ctapndet 98%, a cneruduyHocTs — 99%, HO
MPH e PBUIHOM CH(HIMCE YyBCTBUTETEHOCTD
€T0 CYLIIECTBEHHO MeHbIIIe — TOJIEKO 82% [ 11].
DTH pe3yaBTATh] COTTIOCTABUMBI C UyRCTBHTEITh-
Hocthio VDRL-Tecta (70%) 1 MHA-TP-tec-
Ta (75%). AN BeIBIeHUS CrieliM(pHUUYeCcKIX
IgG-mn IgM-anTuTeNn MOXHO MIPHUMEHSITh HM-
MYHOOIOT-TeCT, a TAKKe TTOTMMEPA3HYIO 1IeTT-
HYIO peaKkLHio — Hauboree YyBCTBUTEIIBHYIO
peakumio Ha BeisgiIeHHe T. Pallidum [12, 13].

BHYTpUYTpOOHOE MH(DUIIMPOBAHKE TUI0NA
MOYKHO 3aTI0/I03PMTE IPH YIBTPA3BYKOBOM HC-
CIIeAOBAHWH TIPH BHISIBICHUI HEUMMYHHOI
BOIITHKY TUT0/1a [14]. B Bofiax, monmyueHHBIX
MyTeM aMHUOLIEHTe3a, NOIMMepasHasl TierHas
peakis 1mosponsgeT BISBUTE T. Pallidum [5].
MccnepoBaHie KpoBH 7102 0ObIMHO MOATBEP-
XIaeT Hamure MHGEKITMH W BBISRIISET JI0TION-
HUTEJIbHBIE W3MeHeHH4: aHeMH IO, TPOMOOIIH-
TOTEHUIO U MOBBILLIIEHE KOHLIEHTPALIMH Tieve-
HOYHBIX (pepMeHTOR | 5|. BKpoBH, momyueHHOI
[Py KOpAOIIeHTe3e rocie 24 Hed bepeMeHHOC-
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TH, MOXKHO BEIABUTE crierrgpudeckre IgM-aH-
TuTeNa. Jlparnos BpoxaeH HOro CurImca roji-
TBEPIKIAETCS cpasy Ioche poxaeHus pebeHKa
MpU WCCTIeIOBAHUH KPOBH, MOYM WM OHOITAa-
Ta ITTALEHTB] M ITYTIOBHHBI.

B 1989 rony AMepukaHckuii LleHTp KoH-
TpoNs HaJ 3a00JIeBAEMOCTHIO TTPeITOXMII
BKJIIOYATE B PETHCTPALIWMIO BPOXKICHHOIO CH-
¢dumica He TONBKO 3a001eBaHMS Y HOBOPOX -
JIEHHBIX M JieTeil, HO U BCe CITyYaud BHYTPHUYT-
pOoGHOI THOEITH IJTOOB OT 3TOM NMpHUYMHEL. C
3TOrO BpEMEHH B aHA/TM3 BKITHOYAKOTCH BCE
HabmoaeHus, mpr Kotopelx T. Pallidum BbI-
SABIAETCA MyTeM MUKPOCKOITUHM B KPOBH,
MOU€, a TaKXKe IMpU MpOoBeIeHWH TMCTOJIOTH-
YECKOT0 UCCIeIOBAH U TUIALIEHTHI U ITYTIOBH-
HBbI MJIM MaTe pMana ayrorncuu. BpoxkaeHHbI
CU(PHMIMC CUMTAETCS JOKA3aHHBIM B CITYYasxX
OTCYTCTBHA JIEYEHUS Y MAaTepH WK MPU He-
AJIEKBATHOM Tepariu, a Takxe IMpH peruct-
palMK TIOOXKATEMBHOI peakiyuy Crielugu-
YECKOTI0 TeCTa Y HOBOPOXKICHHOI0, HAITHYHH
JHOOBIX KJIMHUYECKUX MPHU3HAKOB, NMpU3HA-
KOB IOpaKeHusl KOCTel MpH peHTreHorpa-
(UM, U3MeHeHUi B CITMHHOMO3IOBOIM XXUJI-
KocTH, peakTuBHoro FTA-ABS-TecTa.

Heuenue. J114 neueHus cudpimca y mate-
PY M ILI0AA TpernapaToM BeiOopa sABmdeTc
TIEHUIIWIIWH. YCTOINYMBOCTE K TTeHUIH/LIH-
HY [IPH 3TOM 3a00JIeBAHHH He ONMCaHA. AfleK-
BaTHAs KOHIIEHTpaUM rpernapata B KpoBU
JIOCTHUTAETCH B TeYeHUe 7 JHEH NMpH paHHUX
¢opmax 1 B TeueHHE 3 Helelb MPH JTATEHT-
HbIX popmax | 15]. [TepBHUHYIO, BTOPUUHYIO,
PAHHIOI NaTeHTHYIO GopMY M CH(pMINC, U151~
LMiics MeHee 1 roga ciienyer JieudTh OeH3a-
TUH-NeHuIMTMHOM G (2,4 MiH en) [16].
Teparus ro3gHei naTeHTHOM (hopMBI cUpH-
nuca, maierocs donee | roga MM ¢ Hel3Be-
CTHOW TMPOIOIDKNUTENBHOCTHIO, MPOBOOUTCS
GeH3aTHH-TIeHUIHUTMHOM G Bo3ax 2,4 MITH
en 1 pas B Hen B TeueHue 3 Hen. Heitpocndm-
JIAC JIEYUTCS aKBeorneHHILIHOM G 1o 2—
4 MJTH e[l uepe3 4 yaca 4 paza, a TakKKe TpoKa-
UH-TeHuIrHOM G (2,4 MJH en ), ripobe-
HuuaoM (500 Mr) B TeueHue 10— 14 gHeii. B
paHHMX TyOIHMKAIMAX coobinanock o 100%
ru0enn IIoAoB ¢ HeMMMYHHOI BOASTHKOIA,
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pasBUBLIeiics HA OHe BpOXKIeHHOro cHpH-
JIKca, HO rocleiHKe paboThl CBUIETENBCTRY-
10T 06 3 HeKTUBHOCTY 41eKBATHOM Tepartimn
AHTUOMOTHKAMH 3TOTO OCTOKHEHUSI.

I1py Ha3HAYEHWH JIeUeHWs CIeayeT yuu-
ThIBATh, UTO ¥ 10% GepeMeHHBIX OTMevaeTcs
aueprus K rMeHUUUIMHY, TTO3TOMY BCeM
MaleHTaM CJIenyeT MPOBOAUTH BHY TPHKOX-
Hy10 Tpo0y.

JleueHue cudrIMCca MOXKET COMPOBOXIATb-
¢Sl KOMITIEKCOM peakimii (peakimm SApuia—
['epcreiivMepa), BKITIOUAOIUX TIOEEM TeMITe-
paTyphbl, 03HO0, MMAITHN, TOJIOBHYIO O0Nb, TH-
MOTEH3UIO, TAXMKAPAWIO, BO3ZHHMKAIOIIMX
TMPAKTHYECKH Cpasy ¢ HAYAJIOM JIeUeHWA M TTPO-
Xomsmx yepes 36 vac [17]. Ipu GepeMeHHO-
CTW TUITMYHOI peakilyeil Ha JleyeHre cHu-
JIMCA SIBTSIIOTCS] MATOYHBIE COKpatneHus. [1pu-
YHHOU peakimid Apuiua— I'epereitMepa sBis-
eTcs rubesib TpernoHeM IoA JeHcTBHeM
TMeHWLWUTHHA U BEICBOOOXIeHNe BHYTPH-
KJIETOUHBIX JIATIONPOTEMHOB, KOTOPBIE CO-
JlepsKaT MeIMaTOPhl BOCTIANIEHHS . DTH XKe Be-
LIecTBa AKTUBU3UPYIOT MpOoCcTarjlaHIWHBI,
YTO MPUBOAUT K BO3OYKIEHWIO MUOMETPHSL.
[1non Ha neveHue pearvpyeT TaXUKapIuei,
AeneiiepanisaMid H CHHKEHHEM aKTHBHOCTH.

YenosueM yerienHoro JieueHus ABIAeTcs
TLIATEJIBHBIN KOHTPOJIb 3a €ro 3¢peKTUBHO-
cThio. ExkemecsiaHo criefyeT MpoBepsiTe TUTP
AHTUTEN TTyTeM MpoBeAeHUs Hecrelndmaec-
K1xTecToB. Uepes 3—6 Mecsl1ieB JieueHU Tiep-
BUYHOTO M BTOPHYHOTO CHHITMCA ITOKA3ATE -
T HecTelprIecKX TeCTOB YMeHbBIIAIOTCS
B cpemHeM B 4 paza u B 8 pa3s uepes 6—12 me-
csieB. Hepenko B CHIBOpOTKe KPOBH Uepes
roJi Tociie JiedeHUs orpeesideTcs HU3KUiA
TUTP aHTUTEN. ¥ 72% NALMEHTOB C MepBHY-
HBIM cUGITHCOM uepes 36 Mec TTocle Jieye-
HMS peTHUCTpHUpyeTcs HepeakTUBHBIIT RPR-
TecT 18], a npu BrOpHYHOM CH(PUIIHCE 5TOT
roKasaTesib COCTaBNIgeT TONBKO 56%. B ciy-
Yyasx JedeHus TIO3MHUX CTAAWIA cudrmmnca y
TIOJTOBUHBI TIALIHEHTOB TUTPBI AHTUTE]T TMPO-
TPECCHBHO MAJAIOT, HO OCTAIOTCS CTAOMIBLHO
TOJIOKUTEITEHBIMU OoJIee yeM uepes 2 roja.
Ec)1 TUTPEI He YMEHBILIAKOTCSH, ClieyeT Mpei-
TIOJTOXKWUTE HATHIKMe peUMH(eKIIMN U Mpeao-
JKHTB MTOBTOPHOE JIeUeHHe.
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Ilpopusaxmura. ENMHCTBEHHO HAJIEX-
HBIHA ITyTh MpOoQWUIAKTHKA crdmmca — Oe-
30MACHEBIN CEKC C UCTOIb30BAHUEM Inpesep-
BaTUBOB. YacToTa OCNoXHeHHI BpOXKICHHO-
Iro CH(l)HJ]HCﬂ 1 HeOmar OIIPHUATHBIX WCXOI0B
OepeMEHHOCTH MpH 3TOM 3a00JIeBAHUH MO-
XeT OBbITh CYIIECTBEHHO CHWDKEHA MPU Tpo-
BEICHHH CKPHUHHWUHTOBBIX CEPOJIOTHYECKMX
HMCCTIe A0BAHMIA ¢ IPHMeHeHreM HecTeludr-
YeCKMX TECTOB B paHHUe CPOKH BepeMeHHO-
CTH W CBOEBPEMEHHOIO JieUeHUH OepeMeH-
HBIX. B paitoHax aHaeMuii MICCTieIOBAHMS He-
00xomMO MOBTOPSTH B 28 Hel M Mepe po-
namu. MccrepoBaHve HOBOPOXIEHHBIX
TPOBOIUTE Helleeco00pasHO, ITOCKOJIBKY MX
CEPOJIOTHUECKUE PEAKIIMN OTPAXKAKOT UMMY-
HONOruueckuii ctaryc matepu. Ceponoru-
YeCKHM KOHTPOJIb HE B COCTOSTHUM TTPENOTB-
patuTh abCOIOTHO Bee ClIyYal BpOXKIEHHO-
ro cudumica. JIoxHooTpHLIATeJIbHEIE pe-
3YNBTATEI MOTYT OBITH TTOMYUYEHBI B CBSI3H C
pa3sBUTHEM peakKlHH IMpoarrmoTHHAIHOH-
HOM 30HBI WK IMPH CBekeM MHOHULIM POBAHWUA
BTIO3IHUE CpOKH GepeMeHHOCTH. K cyacThio,
cobmonas rnpaBuia 6e301MaCHOCTH IMPU CeK-
CyambHBIX KOHTAKTaxX, MOXHO B OOMNBIIIH-
CTRe CJIydaer TIpefOTBPaTHUTh 3apaxkeHue W,
COOTBETCTBEHHO, U30eXaTh HeOnarornpuaT-
HBIX TTOCeAcTBIN cudrmca iyt pebeHKa.
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TOKCOILJIASMO3

Onpedeaenne. TOKCOITIA3MO3 BbI3bIBASTCS
Toxoplasma gondii — oGmMraTHeIM BHYTpH-
KJIETOYHBIM TIPOCTEMIIIMM MUKPOOpPTraHM3-
MOM, KOTOPBII MOXeT MH(GUIIMPOBATE Yemo-
BeKa M XXUBOTHBIX. [1OCTOSTHHBIM XO35MHOM
SIBISIETCS] KOILIKA, TTPOMEXYTOUHBIMH — [Pbl-
3YHBI, OBLIBI, JIPYTHe JIOMAlIHWe XXUBOTHBIE U
yenosek |1]. B ocHoBHOM 5T0 3aboeBaHne
M3IEUMBAETCS CAMOCTOSITENTBHO, 33 MCKITIOUe-
HHEM TeX CJIyyaeB, KOIJa MalMeHTHl cTpaja-
0T CHHAPOMaMH MMMYHOAE(DHIIMTA, a TAKXKe
npu 3a00JIeBAHUH TUTOMOB M HOBOPOXIEH-
HBIX, Ybsi UMMYHHAsI CUCTEMA HECOBEPIIeH-
Ha |2]. Kok MHpUUMPYIOTCS, 3arylaThiBas
UHQUUMPOBAHHYIO MOYBY WM MHGHULUKPO-
BAHHBIX IPEI3YHOB U BBIIEIYIOT C 9KCKPEMeH-
TaAMH MHOXeCTBO MHGUIIMPOBAHHBIX OOLIK-
TOB. OOLIUTHI MOMAJAIOT K YeJIOBEKY MU K
SKUBOTHBIM M COXPAHATOT JKH3HECTIOCOOHOCTh
OT HECKOJIbKMX MeCSILIEB JI0 HECKOJIBKHX JIeT.
Hanbonee 4acTEIMH UICTOUHHKAMHM 3apake-
HUS TS YeJIOBeKa SIBJISeTCSl MH(UIIMPOBaH-
Has ToYUBa, HAXOOAIIAACA HA HEMBITHIX OBO-
1ax, HeoOpaboTaHHOe HAIeXAlUM obpa-
30M MACO DOJIEHEIX JKHUBOTHBIXN, 4 TAKZKe KOH-
TakT ¢ MHQUIMPOBAaHHBIMI Koliikam# [1].
BaytpuytpobHoe nH(pULIMpoBaHHE 00YCIIOB-
JIeHO Tiepeavueil Bo3OYIUTENA OT MaTepy K
IUI0Y B OCHOBHOM ITpH 3a00JIeBaHUU MaTe-
PH BO BpeMsi 6epeMeHHOCTH.

Dnudemuosozun. PacnpocTpaHeHHOCTD
TOKCOIUIA3MO3a 3HAYMTENIbHO BapbHPYeT KaK
B CIIIA, Tak 1 B Apyrux pervoHax mupa |1].
KomiuecTBo cepono3HTUBHBIX Pe3yIbTATOR
YBEITHUMBAETCA C BO3pacToM OepeMEHHBIX
[2]. B CILA ot 10 o 50% KeHUIMH AeTOPOI-
HOI'0 BO3pacTa UMEIOT CEPOITO3HUTHBHEIE pe-
aKIIMKM, CBUIETEJILCTBYIONIHE O IMepeHeceH-
Hoii paHee uHdexkuu |1, 2]. Bo ®panimu
5TH TOKa3aTelIM elle BhILe.

B GonblMHCTBe ciy4vaeB 3abosieBaHUe
npoTeKaeT 6eCCHUMITTOMHO W TIPOSIBIIsIeT-
cs1 HecrreIU(pHMUeCKIMH PeaKIMsIMHU: YTOM-
JII€MOCTBIO, MOHOHYKJIE030TIONOOHBIM CHH-
JIIPOMOM C TIOBBIIIEHHEM TEMIIEPATYPhI, He-
JIOMOTaHMeM, TOJIOBHOM O0JIbIO, MUAITHEN,
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muMbonmrTozoM, 6oiaMu B ropne. MHorna
eAMHCTBEHHBIM MpOsIBJIEHUEM TOKCOILIA3-
MO3a SIBJISIeTCS yBeJIMUeHUe 3aHHX LIeHBIX
mimdoysnoB. BHyTpuyTpoOHoe MHpUITpO-
BaHHeE ABISETCS, KaK TIPABUIIO, pe3yJIbTaTOM
OeccuMIIToMHOr 0 3aboeBaHudg MaTepy. Ya-
CTOTA BHYTPUYTPOOHOTr0 MHGUIIMPOBAHUA
Tokcornasmo3oM B CIIA BapsupyeT B 1ipe-
nenax 0,01-0,2% [1, 2]. Puck BHyTpUyTpOO-
HOTo MH(MUUMPOBAHKUA MpH 3a00JIeBaHHHA
matepH peaymsyercd B 30—40% ciyuaeB, HO
U3MEHSIeTCSI B 3aBUCHMOCTH OT CpoKa Oepe-
MEHHOCTHU. B 11eJT0M pHCK BHYTpUYTPOOHO-
IO MTOPAXKEHMS YBEJIMUMBAETCS € POCTOM Oe-
PEMEHHOCTH M COCTABJISET B ITEPBOM TPUMe-
ctpe 15%, BO BropoM — 30%, B TpeTbheM —
60%. TsxecTh BHYTPUYTPOOHBIX TIOPAXKEHUIA
00OpaTHOTIPOTIOPIMOHATEHA CPOKY OepeMeH-
HOCTH: TIOKa3aTelb 3a00J1eBaeMOCTH U CMep-
THOCTH Y AeTeit, MH(GHLIMPOBAHHBIX B [IEPBOM
TpUMeCTpe, IoCTHTaeT 75%, TorIa Kak HOBO-
poXIeHHBIe, 3a00MeBIle BHYTPHYTPOOGHO B
TpeTheM TPUMeCTe, HePeJIKO He MMEIOT KIIH-
HWYECKMX MPOSBIEHHII TOKCOTIasMo3a. ¥ Ge-
PEMEHHBIX, ITONYUYHBIIHUX JICUeHHEe, YacTOoTa
TMopakeHWi TUIoAa YMeHbIIaeTcs [3].

B murepatype ormicano 4 popmbl TOKCO-
mnasMosa: | — cuMnToMHasd dpopMa HOBO-
POXIEHHBIX; 2 — CUMITTOMHAs GopMa, BO3-
HUKAIOIIAd B MepBble MeCsIbl XXHU3HU, 3 —
Mo3/IHee TIPOsIBIeHNe UH(EeKIIUKU, Heauar-
HOCTUPOBAHHOM B JIeTcTBe; 4 — CyOKIMHU-
yeckadn (opma [1]. KimmHUIeCKUMH TIPOSB-
JIEHUSMH BPOXKIEHHOTO TOKCOILIA3MO3a MO-
TYT OBITH: XOpHOPeTUHUT (22%), BHyTpHYe-
perHbie Kaabuugpukatel (11%), 3anepxka
BHYTPHUYTpOOHOTO pasBuTHA 1uioaa (6%).
mukpouedamia (5%), ruapouedamisa (4%),
rernatocruieHoMeranus (4%) |4]. bonbimH-
CTBO JieTeil C BpOXIeHHBIM TOKCOTUIA3MO30M
MMeIOT CYOKIIMHMYeCKYIO opMy 3aboseBa-
HU4, TMPOSBIEHUAMHU KOTOPOM Yallle BCero
SIBIISTIOTCSL XOPHOPETUHHT W KaMbI(PHUKATEI
TOJIOBHOTO MO3Ta. HemasHue ucciemoBaHus
TMOKA3AIN, YTO TOJILKO CKPHHHUHTOBBIE MC-
CHIEIOBAHMA Ha TOKCOIUIA3MO3 MO3BOJISIOT
BBISIBUTh MH(UIIMPOBAHHBIX HOBOPOXKIEH-
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HBIX, TIOCKOJIBKY TPaIUuLIHOHHEIE 00CIIE/0-
BaHWA B POAWJIBHOM JOME He IMO3BONAIT
JMATHOCTHpOBaTh atoJioruio u 90% nndu-
M POBAHHBIX HOBOPOXIEHHBIX BBITTHCHIBA-
totcs gomoii [3]. HoBopoxaeHHbIe, KOTO-
PBIM JIMAarHO3 CTABUTCY Cpasy 1ociie poxie-
HU, KaK [TPABIIIO, UMEIOT BBIPAKEHHbIE KITH-
HUYeCKHe MposiBieHns 3a00eBaHus, TaK1ie
KaK CymopoTH, NMaToJIoTHUYeCKHiI aHAINU3
CITMHHOMO3TOBOM XUIKOCTH, BHYTpHYEper-
Hble KaTBLU(UKATEI, XOPHOPETUHHT, Iena-
TOCTUIEHOMETANHIO, MMbaaeHOTIATHIO, aHe-
Mo, Jlaxke mpH OTCYTCTBHM BBIpaXkeHHBIX
KJIMHUYECKUX CUMITTOMOB ITPH POXIAEHHUN Y
pebeHKa ¢ TOKCOITIA3MO30M B JaTBHEHIIIeM
MOTYT PasBUTECS TSDKEITBIE HEBPOJIOTUUECKIIE
M 0(PTATBMOJIOTHYIECKIe OCJIOXKHEeHMs (3a1ep-
XKa TICMXOMOTOPHOTO Pa3sBUTHS, MUKPOIIE-
dand, cylopoXHBII CUHIPOM, XOPHOPETH-
HUT, JUTLHIACS TOIAMU M IPUBOISALLIAIA K T10-
BpeXIeHHIO ceTuaTki). CBoeBpeMeHHOe Jie-
YyeHHe B HEOHATANLHOM Tepuofe CHITKaeT
YACTOTY OTHANICHHBIX OCJIOXHeHUi |3, 4].

OcHoeHble npUHNURBI OUAZHOCKUKH.
B 6onbirniiHCTRe ciTyuaeB AUarHo3 TOKCOTIIA3-
MO3a CTABMTCS HA OCHOBAHWM JAHHEIX CepO-
JIOrHvecKoro oocenoBaHusA, KOrna B CbIBO-
POTKE KPOBH MaTepy OIpeAeIAIOTCs Crein-
¢uueckue antutena. [lpu Hanuumu crenm-
durueckux IgM-anturen (IgM-ELISA- n
ISAGA-TeCTBI) MOXKHO IPeITONIOKUTH HAH-
yKe ocTporo UHGeKLMOHHOTo riporecca [1].
Npentuduikanma IgG-anTiren Takke mpo-
BomuTcH ¢ toMonIsio [FA- 1 ELISA-TecTOB.

B HekoTophIx ciyvasx TUTpbl IgM-anTiTen
OCTAIOTCS MOBBILLIEHHBIMH B TeUeHHe OJHOro
rofia, Mo3TOMY BO3HHKAIOT CJIIOKHOCTH € TOY-
HBIM OTIpeIeIeHHeM TepHOJIa OCTPOT0 MH(pEK-
LIHOHHOTO 3a00MeBAHKS U, COOTBETCTBEHHO, C
oripeiefieHreM cpoKa GepeMeHHOCTH, TIPH KO-
TOPOM OHO BO3HUKIO. [TocneaHiow npobiemMy
MOKHO peliTh pu onpeneseHun IgA- u IgE-
antiTes (ELISA-11 ISAGA-TeCcTBI), KOTOpEIE
B OOMBILEH CTENEHN OTPAKAIOT COCTOSHME TIIO-
Jlau HoBopoxaeHHoro | 1]. HecmoTtpsi HATO, UTO
IgA-anTiTeNna MOTYT OIPEIeNITECS B KPOBH B
TeueHHe 6 MeCAIIeB, MX BRICOKHIL TUTp CBUIE-
TeJIECTBYEeT O HEeAaBHO TiepeHeceHHOI HH(eK-

v, IgE-anTuTena cytecTsyior elie 6olee
KOPOTKOe BpeMs M WX OITpe/ielieHHe UIpaeT BakK-
HYIO POJTb B YTOUHEHWH BpeMeHHW pa3BUTHS WH-
(heximn. Tonbko KOMITIECKHOE CepoIorryec-
Koe 00crieioBaHyie TMo3BOMsIeT C BHICOKOI TOY-
HOCTBIO MCKITKOUHTE JIOXKHOTTOIOXHUTEIbHBIE
Pe3ybTaThl, C JOCTOBEPHOCTHIO CYIMTh 00 UH-
(hek1IMOHHOM TTpoLIecce W 130eKaTh HeorpaB-
JaHHBIX IpepbIBaHKiA OepemMeHHoCTH [1].

Ornpepenad aHTHTeNa B KPOBH MaTepu,
Bpay B IepBYIO OUepe/ib MOAydaeT BO3MOXK-
HOCTh CYIWTh O HATMUMM B aHaMHese y Oe-
peMeHHOI TlepeHeCceHHOTo TOKCOTLIa3Mo3a.
OLIeHKY COCTOSHMSA TUIO/AA ITOMOTaeT MpoBe-
CcTH 3xorpadus, a TaKKe HeCIiemoBaHKe Kpo-
BU I710/1a, TIOJIYUEHHOM TTPH KOPAOIIEHTE3e.
O BHYTpHUYTPOOHOM MH(PULHPOBAHWUN CBH-
JeTenbCTBYIOT cnenuprueckiie IgM-aHTu-
TeJIa B IYTIOBMHHOM KPOBH MJIM IPAMOE BbI-
SARIEHHWE BO3OYIUTEN B OKOJIOIUTOAHBIX BO-
[ax ¢ TIOMOIIBIO TTOMMEPAIHOM ITETTHOM pe-
akumu [5]. Ipu nomo3peHM Ha TOKCOILUTAa3-
MO3, TepeHeceHHBI npu DepeMeHHOCTH,
cyieflyeT B MepBYIO ouepelb IMpoBeCcTH Cepo-
Jlorudeckoe obcieoBaHe MaTepy U TOJb-
KO TIpH MTOJTO3PUTENTLHEIX pe3yIbTaTax repe-
XOOWTH K HHBA2UBHBIM MeTomam [5—7]. B
OOJIBIIMHCTBE CIyvyaeB TOKCOIUIa3MBl Tpo-
HUKAIOT B AaMHUOTHYECKHEe BOJHI CITyCTH 4
Hell OT MOMeHTa UHGUITUPOBAHWS MATEPH,
MO3TOMY TIOCTABMTH JIMArHO3 TLIOMY MOXKHO
JIMIB TI0CHe 3TOro cpoka. BaxHo yuuThl-
BaTh, YTO IMPH PasBUTHH WHPEKIITMOHHOTO
Mporecca B repBbIe IBe Hell TecTaliuu bepe-
MEHHOCTb THOO MpephIBaeTcs, TMO0 poXkKaa-
eTcsi abcomoTHO 3M0poBHIi pebeHoK. Ecmn
C TMOMOIIBIO TMOJIMMePa3HOM 1eIMHOoI peak-
A YOAeTCA BBIABHTE BO3OYNHUTENA B OKO-
JIOTUTOAHBIX BOJAX, 3TO 03HAYACT, UTO KPOBb
[UTOa MOXHO HE MCCIEeI0BATD.

ITpy yABTPa3BYKOBOM MCCIIeIOBAHUH B
HEKOTOPBIX CITY4AsX MOXKHO BBISIBUTE BEHTPU-
KYJIOMETATMIO M BHYTpUUepeITHEIe KaTbidn-
KAaThbl, TEMATOCIIEHOMETAHIO, ACLUT, TepH-
KapAualbHBII W TJIEBPAIbHBIA BBITIOTH [8].
I ImateHTa MoxeT OBITh YTONIIEHOM U coflep-
XATh TUMEpAXoreHHble BKIOUeHHd. [lepe-
qHCIeHHBbIE 3XoTpadruecKie TIPU3HAKHA He
TONBKO TIOATBEPKIAIOT CePONOrMuecK il muar-
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HO3 TOKCOITIA3M034, HO M CBHAETENRCTBYIOT O
HeOnarorpuaTHOM TPOrHo3e. boJbIMHCTBO
MAleHTOK B TAKMX CIYYasiX MperourTaoT
MpepbiBaHre 6epeMeHHOCTH 110 MEAMIIMHCKIAM
nokazaHusM. [lpu oTrcyreTBUM 5Xorpaduvec-
KHXITPU3HAKOB BHYTPHYTPOOHOI 0 MHPHLIMPO-
BaHWSA W MPH MPOBEAEHHH JIeUeHUs MaTepu
MPOTHO3 JIJIS1 XKMU3HU U 3M0POBbSl HOBOPOKIEH-
HOIO OOCTATOYHO ONMAronpUsITHBIN [5—7].

Jleverne. BONBLUMHCTBO JIEKAPCTR, IMpUMe-
HAEMBIX JIJIS JIEYeHMSI TOKCOTLIA3MO3a, TIPe/i-
cTaBsioT coboli coueTaHue cyabgamiznHa,
MUPUMETAMUHA W CITMPAaMHULIMHA. CXeMBI Jle-
YeHUA HOBOPOKIEHHBIX W JeTeil OoJee T10-
3ITHET0 BO3pacTa XOpollo pa3paboTaHbl, TOIIA
KakK B JIe4eHHH OepeMeHHBIX eCTh [MPOTHBOpe-
yus [1]. I1pu Ha3HaYeHUH JileYeHUs MaTepu
Bcerga cJielyeT COOTHOCHTD ero 3¢ peKTus-
HOCTB € BO3MOXHBIM HEONATOIPHATHBIM Aeii-
CTBUEM JieKapcTB Ha ron. Hampumep, cnemy-
€T MOMHMTB, YTO XPOHHYECKHI1 TOKCOTTIA3MO3
MATEpU He IMPUBOINT K TSIKeJTbIM MOCIeICTBU-
M JUTA TUTOAA M He TpeOyeT JevyeHHd rpu Ge-
peMeHHOCTH. O0s3aTeJIBHOrO JieYeH s Tpely-
10T TTALIMEHTKH, Y KOTOPBIX MH(UIIMPOBAHME
IMPOM3OLITO B [MTEPMOMI OT 2 HemO 11ociie 3avuaTiid
JIO KOHIIa IMepBoro TpuMectpa. B 31oit rpyrire
MpU BHYTPUYTPOOHOM TOpaXeHWH TUIoAA B
60—80% cnyuaeB OTMEYAKOTCS HEOIATOTIPHST-
HBIe e pUHATANBHEIe ucxonsl [ 1, 2, 57, 9].T1o
JAHHBIM JIMTEPaTyphl, JieueHHe 3TOM IpYITTbl
ManreHTOK J1ocTaTouHO 3¢dekTiBHO. Yarme
BCETO MpUMeHsieTCs mipuMeTamMuH 1o 100 mr
B JIeHb B JIBa TIpUeMa C TIOCTeNeHHBIM CHIDKe-
HYeM 10361 10 S0 MT B AeHb B COUETAHWH C CYJTh-
¢amrzrHoM (100 MT Ha KT Beca B JieHb) WIH €O
CIUpaMHLIMHOM. OIHOBPEMEHHOE MPUMEHE-
HHe (PoNTMeBOi KMCIIOTH (5 MT BIeHb) YMEeHb-
LIAeT PeakiMi0 KOCTHOTO MO3Ta, BOBHUKAIO-
LYo Ha oHe JledyeHHs MApUMeTAMUHOM.

Tpopuraxmurxa. MHoTHUE CTpaHBI, TIPO-
BOJSIIAE CpeAu XeHIIWH CKPUHUHTOBEIE
cepoJioTUYeCKHe 00CIeoBaHuA, JOOHIMCH
CYIIECTBEHHOIO CHWDKEHMS YACTOTHl BPOX-
JIEHHOTO TOKCOITIA3MO03a, HO MPOQHIAKTH-
Ka 3Toro 3aboneBaHus Oonee 3pdeKTMBHA U
SKOHOMMYECKH BhIToaHa [1, 2, 6, 10, 11]. Be-
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PeMEHHBIM cliejiyeT u3berark yrorpetieHus
HeJIOBApeHHOI0 Msca, MBITh PYKH ITOCJIe pas-
JEJKH CBIpOro M:iCa, CJIEANTE 3a TOMalTHITMH
KOIIKAMHM, HE OOITYCKATh KOHTAaKTa € HX (1}8—
KamuaMH. 2KemaTensHO He BBITTYCKATb KOLLIEK
Ha VJIMLY U He KOPMUTb UX CBIPBIM MACOM.
Bce paboThl, conpsokeHHbIe ¢ KOHTAKTOM €
MYCOpPOM, CJIe[IyeT IPOBOAWTH B IepYaATKAX.
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ACITMPALIMA BOPCHH
XOPHUOHA MU IIANALIEHTDI

H.IO. lopauenxo

ITpeHaTanbHag AMArHOCTHKA M Mpodu-
JIJAKTHKA BPOXIEeHHOM W HacledCTBEHHOMN
TMATOJIOTUH SIBIISIETCS] OTHOCUTENIEHO HOBBIM
HalpaBleHUEeM B MEIHMIMHCKOI HayKe W
npakTuke. PA1 KOMITIEKCHBIX HCCIeoBa-
HWIT B 5T0M 00JIACTH pacCcMaTpUBAETCH Kak
rpuMep «rexHoiorni XXI Beka». Pazpurue
COBpeMeHHOI MeIUITMHCKOM HAYKH TOCTUT -
JIO TAKMX TIpedesoB, KOTAa MOXHO YCTAHO-
BUTB IPpeHATANBHBIN IMarHos3 OyayleMy pe-
OeHKYy ellle B MpeabIMITIAHTALIMOHHBIN I1e-
puon [1]. B 1o e BpeMsi MOMCKH HOBBIX CTIO-
co00B paHHEro BHISIBIEHWS BPOXIEHHBIX U
HacJIeICTBEHHBIX 3a00JieBaHUII He BCerna
YCITeIHBI, TAK KaK TpeOyeTcsd He TOJBbKO
BBICOKAY AUATHOCTUYECKAS IIEHHOCTh, HO U
Oe3omacHocTb uccnenopanmii. K coxamne-
HHIO, TIPUMEeHeHHe HOBeMIIWX TeXHOJIOTHIA
B OOJNBIUTUHCTRE YUPeXIEHUI OTpaHUIEHO
HU3KHUM YPOBHEM OCHALLEHU S, OTCYTCTBUEM
OPHANYECKHWX HOPM U MOJSIPHOCTHIO B MO~
X0[ax K MOPaJbHBIM M 3THYECKHM ACTIEKTAM
3TO IpobJIeMBI.

KakuM e MeToam npeHaTaIbHOM Jar-
HOCTHKM CleflyeT OTAaTh MpearnouTeHue?
Kakwue 13 HUX Haubomnee NOCTOBepHLI U Oe3-
BpeIHbI Kak I TUI0MA, TaK W [T MaTepm?

Kak u3BecTHO, OCHOBHBIM METO/IOM TIpe-
HATAJIBHOWM MUATHOCTHUKHW SABJIAETCH YJIbTpa-
3BYKOBO€ CKaHHMpoBaHWe. bnaromapsi ero

IHPOKOMY BHEIPEHHIO B aKYIIEPCKYIO Ha-

4

YKY M [PAKTHKY HCCIeNOBATENN BIIepBbIE
NPUOTKPBLIN 3aBecy Hal pasBHUTHEM IJI04a
B IUHAMUKE OepeMeHHOCTH. A YBHIOEHHOE
HACTOJIBKO OTITHYANOCH OT MPEeACTABIAEMO-
ro, UTO MO3BOMWIO B3MJIAHYTE HA TLIOJ KakK
Ha JIMYHOCTh. M3 «He3HaKoMIa» OH MpeBpa-
TUJICH B «HEPOMUBIIETOCH MALIMEHTa» WIN
«TalreHTa B nainueHTes |2]. Boonxe ecre-
CTBEHHO, UTO TIOSIBMIIMCE COBEpIIIeHHO HO-
Bble B3IJISIObI HA B3aMMOOTHOLUEHHA MEXIY
Io0M M GepeMeHHOM, IUIOHOM M aKylle-
poOM, a TakzKe OepeMeHHOM M aKyIIepoM C
no3uiuii mona. [lostoMy perieHue o TOM,
JIOJDKHA JTH GepeMeHHad KeHIMHa IoJIBep-
raTecs rpeHatTalbHON AUarHocTHKe, TpH-
HUMAETC B KAXJIOM KOHKPETHOM Cllyuae
WHIUBUIYAIBLHO.

MeTo1bl, TIO3BOJIAIONIME OTIPeIe/THTh CO-
CTOAHUE [UI07a N0 POJIOB, UCKIMOYUTh HIIN
NOATBEPAMTE BPOXIeHHBIE U HaAcCHeIcT-
BeHHbIE 3a00JIeBaHUS,, CTPEMUTEIILHO COBEP-
LIeHCTBYIOTCS. DG PEKTUBHOCTD YIbTPA3BY-
KOBOW OUATHOCTUKH ITOCTOSHHO VIIyYllaeT-
¢4 Graroaps Kak HOBBIM TEXHHYECKWM pe-
LIEHUWSIM, TaK M TTOBBILIEHUIO KBATW(PUKAIIUA
crieianicToB. K Bce Xe, HECMOTPS HA AOC-
TOMHCTBA METOJIA, €r0 TOYHOCTb COCTABIIAET
BcpenHeM 85% Bniepuon oo 24 Hen OepeMeH-
HOCTH. HacToTa JOXKHOOTPHIIATENBHBIX pe-
3Y/IBTATOB JocTUraeT 15%, a JIOXKHOIIONOXKHN-
TeNMbHBIX — 2% |3].
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Hawnbornee TouHbIe JAHHBIE MOXHO TTOJTY-
YUTE [MPU U3YYeHHH TIOMHOTO U OKOJIOTUIO/-
HOTO MaTepuana. bnaromapsi ipuMeHe HUIO
LIUTOTeHETHYeCKHX, OHOXUMUUECKIX, MMMY-
HOJIOTHYECKHX, FOPMOHATBHBIX, MOpP(OIIori-
YECKMX, THCTOXMMHWYECKHUX METOIOB IHArHO-
CTUpYeTCH MaToorus IUIofa, KoTopas uMeet
MeCTO Ha KJIeTOUHOM . FeHHOM ypoBHe. B psine
CITy4aeB pellliTh BOTPOC O TAKTUKE BeIeHUS
OepeMeHHOCTH MOXKHO JIMIIb HA OCHOBAHWU
PE3YIABTATOB KOMIUIEKCHOTO JIOPOIAOBOTO 00-
CITeIOBAHUS, T/Ie Ha TIepPBBI TIAH BBIXOIUAT
HaubOonee 3(pQeKTUBHBIN U e pPCIIeKTUBHBIIA
crocod MpogMIAKTHKH pOKIAeHH S OONBHOIO
peGeHKa — paHHAA TTpeHAaTATBHAA IMATHOCTH -
Ka. IIMpOKO UCTIONB3YIOTCS T¢ METOMIBI, KO-
TOpbIe TTO3BOJISIIOT JOCTHYL HAMDOIbIIe (-
(HPeKTUBHOCTH ITPH OTHOCUTEJTEHO MAJTBIX 3KO-
HOMMYeCKHX 3aTpartax [4].

HeBoaMoxHO cebe 1peAcTaBUTh IMpeHa-
TaTBHYIO AUATHOCTHKY 0e3 MprUMeHeHUS MH-
BAa3UBHBIX TTPOLEIYP, U3 KOTOPBIX CAMBIM H3-
BECTHBIM ABI4eTCS TpaHCAOmOMHHAIBHBIN
aMHHMoLeHTe3 |5, 6]. K coxanenmio, sddek-
TUBHOE IMPUMeHEHHE OL[eHKI OKOJIOILTOAHBIX
BOA, B IITMPOKOM JTWATIA30HE BO3MOXKHO TOMb-
Ko ¢ cepenudsl 11 TprimecTpa, xoTst ecTh XO-
polLMe pe3yNsTaTel U B paHHHUE CPOKH |7, 8].
KyneTiBHpOBaHMEe KJIETOK AMHHMOTUYECKOM
KHUOKOCTH — YPe3BBIYAMHO CIIOXHEIA U 10-
pOTOCTOSIIIIMIL 3Tan uccaenoBanus. Kpome
3TOro, HepeaKo TpedyeTcs MOBTOpeHue aHa-
Jmza [9]. BosMOXHBI M OLIMOKH, TTOCKOJIBKY
BEpPOSITHOCTh MCTMHHOTO MO3aMITH3Ma TIPU
TeHeTUIeCKNX aMHUOL[EHTe3aX COCTABIISeT
0,25%. Okono 2,5% KNeTOUHBIX KYJIbTYp aM-
HHOTUYECKOI XHWIKOCTH JAIOT BTOPYIO KJle-
TOYHYIO KYJIbTYPY.

[TosToMy ¢ 11ebI0 IMATHOCTUKY HCIIONb-
3YI0TCSl ¥ ApYyTHe TKaHU (peTormnaleHTapHO-
ro KoMruiekca. Ocoboe MeCTo 3aHUMAIOT XO-
PHMOH M Tu1aneHTa. OOpasiibl BOPCHH XOpHO-
Ha cofiepat MaTepuan Tpodobnacta ¢ rnoj-
HBIM XpOMOCOMHBIM HA60pOM, MAEHTHIHEIM
roroay. KapuoTur rutoma MoxeT ObITh orpe-
JlefleH HeToCpeICTBEHHO U3 BOPCHUH MPSMBIM
METOIOM, KOTOPBIH sBIIgeTcs Haubosee Obl-
CTPBIM M 5KOHOMUWYECKH BEITOMHEIM | 10—12].
Hapsity ¢ 5TUM TIpuMeHsIeTCsl M KYJIbTUBH-

216

pOBaHHe KJIETOK, Yallle BCETO BMeCTe ¢ Tps-
MBIM aHamizoM [ 13].

Hepenko acrimpaiyss BOpCUH XOpHOHA
CpaBHMBAETCSI C pPAHHWUM aAMHHOIEHTe30M | 14,
15]. I'lpermyliecTBOM MCCHeNOBAHMS XOPHO-
Ha ABIETCH TO, UTO LIMTOreHEeTHYEeCKasd IHar-
HOCTHKA BO3MOXHA B oJiee paHHHE CPOKH —
¢ 8 u naxe ¢ 6—7 Hen 6epemeHHoCTH | 16]. AM-
HUOTHYecKas XuakocTs 0o 10 Hem GepeMeH-
HOCTH COJIEPKHUTHACTOJIEKO MAJIO TTPHUTOIHBIX
KJIETOK, YTO 3TO TpeOyeT 3HAYUTENBHO OO0JIb-
1IIer0 BpeMeHHM KyJbThuBHpoBaHus (bomnee 40
JIHEi), TIpUUYeM YCIIEILIHbIA pe3y/IbTaT MOXEeT
OBITE ITOJTy4YeH He OoJiee yem B 40% clyyaes.

Hamiuiie GONbIIero KOJMMUecTRa KIETOK
B oOpasiie, 1Mo CPpABHEHUIO ¢ pAHHUM aM-
HHOLIEHTe30M, OlaronpusTCTBYeT MPSIMOMY
npuroToBneHno Kietok mst JIHK-anamiza.
Crana BosmoxHoi JIHK-30H10Bag qarHoc-
THKA Pas3iIMYHbIX HACTENCTBEHHBIX 3a00/1eBa-
HUIi, BKIIOYasl reMOornoOMHOMaTHH (cep-
TMOBUIHO-KJIETOUHASI aHEMMS1, alib(ha-Tanac-
ceMud, OOJIBLIMHCTBO OeTa-TajacceMuil),
A u B reMmopmio, MyKOBHCLIMIO03, MbIIIIeY-
Hyo gucerpoduio omenHa, Gone3Hb XaH-
THUHTTOHA. braromapst icmoms30BaHMIO MOHO-
KnoHamsHEBIX anTiTen 1 JIHK-z0110R ompe-
JeNATCA aHTHUTEIA K aHTHIeHaM BUpyca
KpacHyxu 1 PHK-dparmeHTs B obpasijax
OuornTaTa XopMoHa, YTO TIOBBIIIAET TOYHOCTh
JMMATHOCTUKH B | TprMecTpe M OTKPLIBAeT HO-
BbI€ BO3MOXHOCTH JIJIS TPOQMITAK TUKH BPOXK-
JleHHOM MHGeKUWH y rutopa [ 17]. Ecnm ume-
eTcs 3KCIpeccHsi NeUIUTHOTO 3H3UMA B
BOPCHHAX, MOTYT OBITh IMATHOCTH POBAHBI HE-
KOTOpbIe HapyLIeHW:A MeTab0IM3Ma, IMO3TOMY
OOJBIIYIO POk B paHHEH MpeHATAIBHOMN -
ArHOCTHKE HUTPparoT OMOXMMHUYECKHE UCCIIEN0-
panu4 | 18]. C umx nmomomsio B I TpuMecTpe
BBISIBIIAETCS LIMCTHHO3, SH3UMOINATHH U ApY-
rve oOMeHHBIe 00Je3HU. TTpoBOIITCS TAKKe
CBeTOBasd MHUKPOCKOITHSA BOPCHH XOpPHOHA,
UMMYHOTUCTOXUMHUYECKHUE UCCIIeIOBAHUS,
JMATHOCTUPYIOTCSI HEKOTOPBIE pefiKiie CHHI-
POMBI, HarIpUMep, CUHAPOM 3eJibBerepa, Iy-
TeM M3MepeHUd KHPHBIX KUCIIOT ¢ JUTMHHO
LIETBIO B KJIETKAX BOPCUHOK XOPUOHA.

KadecTro mmpeHATAThHONM AMATHOCTHUKI B
OobIION Mepe 3aBUCHUT OT YPOBHS PAa3BUTHS
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(hyHIaMEeHTATEHBIX HAYK — TeHEeTHKH, OHONO-
My, UMMYHOJIOTHMK, OuoxumuKn. Ho He 1ioc-
JiefiHee MeCTO 3aHHMaeT W COBepllIeHCTBOBRA-
HIe TeXHUKYW WHBA3WBHEIX TIpouenyp. Paspa-
6oTKa METOAMKH TpaHCAOHOMMHAIBHOIO T10-
JIVUEHMS MaTepHalia Mmo3BOJHIa BEIMOIHUTE
raneHToueHTes gaxe Bo I w I TpumecTpe
|19]. YoauHslit XpOMOCOMHBII AHAIK3 TOCTIe
13 Hen coctaBun 96%. I1o MHEHHIO aBTOPOB,
NpeuMyllecTBa 3TOro MeTosa 6ecCIiopHHI,
ocobeHHo B 111 TpHMecTpe MpH MOA03PEHHH
Ha HaJIWuKe y TUIoAA BPOXKIEHHBIX MOPOKOB
passuTust. PacimipeHuie cpokoB obcienona-
HH4 OBIIO 3HAUMTEITBHBIM AOCTHXEHHWEM, T10-
CKOJIBKY TUIALIEHTA ABIAIeTCA OHUM U3 OCHOB-
HBIX 3BEHBEB ITIOI0BO-MATEPUHCKOIO KOMIT-
stekca. [1py BRISIBIEHNMH TATOJIOTUM Y TUTOAA
OTMEYaloTCsl HApylIeHHs B IUIALICHTE, a TIpH
TATOJIOT MM TTALIEHTH MOXKHO OXHMIATH MOSB-
JleHHMe HapyLeHuil y tutona [20, 21].

[Tpu nnanenToneHTese Bo I1 TpumecTpe
YacToTa OrpenesieHus MaToIoruyeckoro Ka-
pUHoTHNA HIKe, YeM B | TpuMecTpe, U B cpen-
HeM cocTtaBiseT 2,7% [22]. IapannenbHo ¢
XPOMOCOMHBIM AHAJTU30M ITPOBOAWIIOCH TAK -
Xe u3yueHre ocoOeHHOCTel CTPYKTYPHI TIa-
ueHTel. Ho mocTtoBepHoii 3akoHoMepHOIi
CBA3H MEXKITY YACTOTOM BOSHUKHOBEHHA OTe-
Ka BOPCHH WA OCTPOBKOB Tpodobiacta u
TMIATOJIOTHYeCKUM KAPMOTUTIOM TUiofa obHa-
pyXeHo He Ob1110 [23]. XOTsI aBTOPHI M 00CYK-
JIAI0T BO3SMOXHOCTD LIMTOT€HETUYECKOI'o MC-
cliefoBaHuA NMpH MOpQOIOrMIecKoil JecT-
PYKIIMH XOpMOHA W TIALIEHTHI, OKOHYATe b~
HOTO pellieHHs B 3TOM TUTaHe He TIPUHWUMAIOT.
Hepenko 6epeMeHHOCTD ¢ BbIpakeHHO# Ma-
TOJIOTHel XOpHOHA 3aKaHYHUBAeTCs CAMOITPO-
HM3BOJIbHBIM BBIKW/IBIIIIEM, & OIIPENENUTh Ka-
PHOTHII TUTONA B 3THX CIIYUAsX YIAETCS pel-
KO, UTO 3aTPYHOHSIET BEISICHEHHE MCTUHHBIX
TMPUYHH TIepUHATATBEHOM 3a00JIeBaeMOCTH W
cMepTHOCTH. LIeHHBIM U1 [TPOrHo3a U rnpo-
(bumakTHKW SBISETCS TUCTOMOTHIECKOE HC-
cllefloBaHNe TUTALIEHTHI BO BpeMsi 6epeMeHHO -
CTH, a He TIocse ee OKoH4aHK4. [loce pomon
NAaTOJIOTMY BOPCHH MOXeT OTpaXaTb TO CO-
CTOSIHUE CTpecca, YTO BAMAJIO HA IUIALIEHTY
Bo BpeMms poron. Korma H. Kliman u coaBr.
|24] mpoBeny cpaBHUTENLHOE UCCITeNOBAHKIE

OHOITTATOR IIALIEHTHI 10 M 1OCe pPonoB, OHKU
clleNlajid BBIBOA TPO IMOYTH TOJHYIO Hea)-
(hekTMBHOCTL MO3AHET0 0OCEIOBAHNS TLIA-
teHThl. ClieioBatenbHO, MOPQOIOruIecKHil
aHANA3 TUIALIEHTHI B IIEPHO TeCTALIMH MOXKET
ObITE 6A30BEIM M MOMOYE IpaBUJIBHOMY BE-
JieHWu10 0epeMeHHOCTH M CBOEBPEeMEHHO
KOPPEeKIIMH HEKOTOPBIX HAPYILIeHUI1 COCTO-
sHus 1UToaa |25].

UCTOPUYECKHE ACITEKTBI

[TepBBIM WHBA3UBHBIM METOJIOM B aKy-
mepcTie ObIT aMHMoneHTe3. brioricus xopu-
OHa CTaja UCIOMB30BATHCH 3HAYUTEJIBHO
rmosxe. 3a rpoieminve 30 eT MeToa MocTo-
STHHO COBEPIIEHCTBOBAJCS, U BCETNA KPUTH-
YecKH paccMaTpHUBaiach ero 6e30rnacHoOCThL B
KOMIUJIEKCe JieueOHO-TTIpOPUIAKTHYECKHX
MEPOTIPUATHIA JUTA CHIKEHUS TepUHaTab-
HOM 3a001eBaeMOCTH U cCMepTHOCTH. TTorebIT-
KY BBITIOJTHUTHL OMOITCHIO XOPHOHA € MOMO-
IIBIO 3HAOCKOIA BIiepBbie TIpearpuHsiT J.
Mohr B 1968 r. [26]. BHavyasie MAHMITYJISILIAA
MPOBOAW/IMCE TPAHCBATMHAMBHO Yepes OfUH
W3 CBOJOB. 3aTeM IOSIBIJIMCH MOIU(PUKALIIA
MeTOMIa ¢ TPAHCLEPBUKATbHBIM JOCTYTIOM.
Hcronb3oBancst 3SHAOCKOT AHAMETPOM 6 MM,
KOTOPBIH IMTOABOINIICA BU3YAJIEHO K XOpHAaJTb-
HO¥ MeMOpaHe. 3areM OITTHKA U3BJIEKAIACH
M3 KAHIONA U C TIOMOIIBIO TIOCTOSIHHOTO OT-
CACBIBAHMSI XOPUOH BBITETIMBAICS B KAHIONIO,
[Jie ero u cpesaid TyOyIapHeIM HOXOM. Ta-
Kad IMpoie/lypa UCroib30BaIach, B OCHOB-
HOM, Y TIAIIMEHTOK Tiepes1 TipepbiBaHieM bOe-
pemMeHHOCTH. MeTo He ObLT MIeaTbHBIM, TAK
KaK XOpHalbHAas TKaHb OTIPEIeNIsiach TOJb-
KO B IOJIOBMHE CITy4aeB, a MPUCYTCTBHE aM-
HUOTHYECKHUX MeMOpaH B OUONTATe CBUIE-
TEeNBCTBOBATO O HAPYIIEHHH LIEJIOCTHOCTH
060m0UeK ¥ BBICOKOM PHCKE BBIKMABIIIA.

ITomoOHEIe HccenoBaHMs OBLTH TPOBEE-
Hbl U B LBernmu [27]. ITonbupamdck nammeH-
TKH Iepe 1 abopTOM, KOTOpEIe ObLTH COTTACHKI
HAXOUTHCS 10 HAO/MIoAeHeM 10 3 Hell, TaK
KaK OTMeYaJCs BBICOKMIT YPOBEHb IMOCTMA-
HUITYJISIMOHHBIX OCJIOXHEHUW, BKIIOYas
BHYTPUMATOYHYO HH(EKITMIO U BBIKWIBIIINA.

B Havane 70-X ronoB JOBONBHO MOTTYJISIP-
HBIM OBUTO TpaHCIEPBHUKANLHOE BBeleHNe
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TOHKOTIO KaTeTepa B MATKY U aCTIMpaLvs BOp-
cuH TpodobracTa npyu paHHei GepeMeHHO-
CTH, YTO 3aMETHO CHHU3MJIO YUCIIO HeXeJa-
TeJIbHBIX OCJIOXKHeHUii. BriepBble TeXxHWKa
Obl1a npuiMeHeHa B Kutae n CCCP ©e3 Bu-
3yanmdzanuu [ 28]. 3areM MeTOM IOy CBOE
pasButye B Bexmkoopuranvu v B CIIA, co-
BEPIIEHCTBYSICH 110 Mepe YJIyJllleHUs YIIbT-
Pa3BYKOBOM armaparypsl, IPUM eHIeMOI I
KOHTPOJIA 38 MAHUITYJTALMEi.

B Te rome1 Ob110 OIMyOIHKOBAHO MHOTO CO-
ob1eHuii 06 MCMoNb30BaHMM OHOTICHM XO-
pyWiOHA IJIs1 [IMTOTeHEeTUUeCKOro, OMOXUMM-
YECKOro, Mop(oJIoriyeckKoro H MOJIeKyJap-
Horo aHamusza. I IpoBoauiiack pabota 1o Bbl-
ACHEHUK 3(QEeKTUBHOCTH METola B
pa3nuuHble CpOKH OepeMeHHOCTH OT b HeJ1 10
koH1a Il TpuMecTpa, a Takke MpoBepPSUTUCH
HOBBIe TMOAXOOBI, BKJKOYAsA TpaHcabIoMK-
HAJTbHBIIA.

[1pu TpaHCuEpBUKATLHOM CIiocobe UC-
TIOJIL30BAJIMCH OMOTICHITHEIE TITUITIIBL, KAHIO-
JI ¢ MAHJIpEHOM WM KaTeTep. ONTUYecKHii
NpAMOI KOHTPOJIb TIPUMEHSAIICSH OUYeHb pel-
Ko. TpancabnoMHHAIBHO ACIUPALIMIO BOP-
CHH XOPUOHA TIPOBOIWIIH € TIOMOIIIEI OTHOM
WK ABOIHOM urisl [29, 30].

MeTons! IpeHATANBHOM AMATHOCTUKHY CO-
BEPILIEHCTBOBAIHCH MAPAJIEIIEHO, JOTTONHAA
IIPYT ApYTa, 4TO CTIOCOOCTBOBAIO UX OBICT-
peifitieMy BOCTIpUATHIO U BHEJIPEHUIO B ITpaK-
TUKY MEIMKO-TeHETHYeCKOI0 KOHCYJIETUPO-
BaHHWA W TePUHATOIIOTHH.

TMMOKA3AHHU A K ACIIMPAITIU BOPCHUH
XOPHOHA M TUTATLIEHTHI

ITockonbKy acrpaiiist BOpCHH XOpMOHA
M IDIALIEHTBI MOXKET BJUATL Ha TeUueHHE Oepe-
MEHHOCTH, €€ CJIeAyeT MPUMEHSTE TOJIBKO T10
CTPOTWM TIOKA3aHWSM. TIPH HATAUKMH OTTpeIie-
JIEHHBIX YCIIOBHI JUTS BBITIOTHEHUA TTPOLIEY-
PBL M JATBHEHIIero J1adopaTtopHOro MCCeno-
BaHMs. Bpauu, mpoBomsiiye UCCeIoBAHNS,
JIOJKHBI BIAJIeTh BCEMU METOMaMU IMpeHa-
TATBHOM AMArHOCTUKH, BKIIOUAs YABTPa3By-
KOBBIe M MHBa3uBHbIe. /luarHocTHYecKHe
MPOLEAYPBI BBITIOHAIOTCS TTPU KUBOM [1J10-
nie. K oCHOBHBIM TTOKA3AHWSM [I/15T MHBA3MB-
HBIX UCCITeNOBAHMIT OTHOCSTCSI.
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Bospact 6epeMeHHO# 35 JieT M cTaplue.

2. PoxneHue B ceMbe pebeHKa ¢ XpoMo-
COMHBIM 3a00seBaHKeM.

3. HexkoTopble BUIBI TPAHCIOKAIMI U
WHBEPCHI1 XpOMOCOM Y OITHOTO M3 CYTI-
PYTOB.

4. 3aboneBaHuA, CLETUIEHHBIE C MTOJOM.

5. Hekotopbie MOHOreHHLIe 3a00eBa-
HUS.

6. YIbBTpa3BYKOBbIE MAPKEPhl XPOMOCOM-

HbIX abepparuii.

IMPOTHUBOITOKA3SAHMA
KaTteroprueckul npoTUBOIOKA3AHO TpO-
BefieHHe JUATHOCTUUECKHUX WHBA3HBHBIX Ma-
HUITYJIALII 663 HAMUK A KBaTU(PULTMPOBAH-
HBIX CIIEIHATMUCTOB M OCHAllleHHBIX mabopa-
TOPHii, B KOTOPBIX AOJKHA BBITIOIHATHCS
JadbHeag padbota ¢ acrMpaMOHHEIM Ma-
TEPHUAJIOM T10 YCTAHOBKE ITPEeHATATBHOTO 11-
TOTEHETUIECKOTO MW OUOXMMIIEeCKOTO -
arHoza. I'lepen nmpoBeneHeM MAHMUITYISILIHIA
YUMUTBIBAIOTCH Clieylolme hakTopel.
1. BocrianurelibHble 3a00neBaHU4 C T10-
BBILLIEHUEM TeMIIepaTyphbl TeJa.
2. Vrpo3sa rpepbIiBaHUs Oe peMeHHOCTH C
KPOBAHHCTEIMHM BBELASJIEHHAMH.
3. IpenurecTByroLiHe JAMAPOTOMUH U
orepainyu Ha MaTKe U Leiike MaTKH.
4. Hamiume MHOXeCTBeHHBIX (pubpoma-
TO3HBIX Y37I0B B MaTKe.
5. Pe3yJbTaTel aHalW3a BeIIeNeHWd U3
praramma -1V creneHd YUCTOTHI.

IpoTuBomoKaszaHst MOTYT ObITH A0COIIOT-
HBIMHM M OTHOCHTETBHBIMH. OOIIeTTpHHATHIM
MpaBUIIOM SBJISETCs TMpoBelleHue caHaluu
TIPH HATUYMU MH(DEKITIH W BBITIOTHEHHE TTPO-
LIeAYPhI TOJIBKO TIPH MONYIeHNH HOPMAaIEHO-
TO aHAITM3a BelOeNeHNi1. KpoBsHMICThIC BBLIC-
JIEHHWA 1epel ucclenoBpatnieM, Kak TpHUsHaK
yrpo3sl npepbiBaHnyd 6epeMeHHOCTH, MOTYT
OBITH Y MHOTHX TIAI[EHTOK, TaK KAK OHU OT-
HOCSITCSI K TPYTINe BBICOKOTO PHCKA, TJIe Yac-
TOTA CTIOHTAHHBIX BBIKMIBIIIEH €CTECTBEHHO
BBILLIE, YeM B IONYJIALMH. Halne Beero, UMeH-
HO B 3THX CJIYYa9X MOXHO BBISBUTE 1aTONO-
10 Trona. Ho ecim mp KpoBOTeUEHHH UeT-
KO OTpeJieNisieTCst OTCNIOMKA XOPUOHA WITH peT-
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poxopHanbHad reMatoMa, GHOICHA He IPOBO-
Jmtcs. be3ycnoBHO, He CTOMT TPOBOAMTH ac-
NHPALMIO B MOMEHT COKPAIIIEHHS MATOUHOM
CcTeHKH. B 3THX cITyuasx acrMpaiuio Leneco-
o0pasHO OTNOXKHTE HA HEKOTOPOE BpeMs.

Vrposa npepbiBaHUd OepeMeHHOCTH ITPH
MHOTOBOAIMM TAKXKe He sABIgeTcs abcomot-
HBIM ITPpOTHBOITOKA3aHHEM. V xeHmuH c
MHOT'OBOJHWEM HEPEIKO OTMEYAETCH MCUE3-
HOBeHHUE IMTPHU3HAKOB YIPOXKAIOLIEro BBIKU-
JIBIIIA TT0CHe MAaHUMYII UMK € TIPeALLIECTBY-
IOLITUM AMHHOITEHTE30M, 4YTO, TO-BHUIUMOMY,
oOBsICHIeTCH YMEHBIICHHUEM JABJICHMA OKO-
JIOTIOAHBIX BOJL HA CTEHKHM MATKH.

TTOCKONMBKY (pHOpOMHOMA MATKH ¥ KeH-
1HH crapine 30 JeT Berpevaercd B 20—30%
cnyuaeB |31}, ee HaMMUIIe MOXHO CYMATATH OT-
HOCHUTEJIBHBIM MPOTHUBOITOKAa3aHHWeM, 0CO-
OEHHO IMPU BEICOKOM pPHCKe poXIeHU A O0Jb-
Horo pebeHka. McTMHUKO-11epBHKAIEHASL He-
JOCTATOUHOCTE He SIBMSIeTCS TIPOTHBOITOKA3Aa-
HueM. HaobopoT, HeoOxomMMoO 3HATH
KapHOTUIT TUIOAA W, BOSMOXHO, JApyrye ro-
KasaTeJId ero 310poBbs, YTOOHI MPaBHUIBHO
BbIOpAaTh TAKTUKY BeJleHUs 6epeMeHHOCTH.

Ocoboe OTHOILIIEHWE JOJKHO OBIThH K pe-
3YC-OTpHLIATENBHBIM TTALTHMEHTKAM. UTob®1
H30eXaTh CECHCHOMIM3ALMU W pasBUTHA Te-
MOJIMTHYECKOI OOJNIE3HU y pe3yC-TTIOJTOXH-
TCINBHOTO ITTIONA, TIIPpEeEAIaAracTCsd I HE TTpo-
BOIUTH ACTIMPAIINIO, WU TTOCITe MAHUITYIISI-
UM BBOAUTH OepeMeHHBIM XeHLIMHAM
aHTH-D-raMMarioOyarH, 110 IMOBOJY Yero Ha
CTPAHUIIAX PA3JINYHBIX XY PHAIOB IHCKYCCHUA
TPpOOOJEKACTCH.

TEXHHUKA ITPOLIEAYP

JLta npaBliibHOTO M 3 GeKTHBHOTO BhI-
TIOJTHEHHS TIPOLIeAYPhl HeOOXOMIMO TIPHHH-
MaTh BO BHUMAHME OCHOBHEIE STATIBI PaIBH-
THA TJIOTHOTO LA M €T0 CTPYKTYPY. TTpr M-
TUIAHTALIMY BOPCUHBI XOPHOHA BHEJIPSIOTCS B
NeIAYATBHYIO 0D0IOUKY, PACTIPOCTPAHSISICH
TIOBEPXHOCTHO T10 3apOJIbIIEBOMY MEIIKY W
TIOJTHOCTBIO TTOKphIBaloT ero. K 6 Hexm recta-
1MW BOPCHHEI, PACITOJIOKEeHHBIE HATIPOTHB
MeCTa UMIUIAHTALIMM HAYUHAIOT JereHepHpo-
BaTh, XOpHaJlkHaA MeMOpaHa OTOJIsAeTCH U 00-
pasyeTcsi TIaIKWii XOpuoH WK chorion laeve.

B 10 Xe BpeM4 BOPCHHEI B MeCTe UMITIAHTA-
LHHA HAYUHAIOT OBICTPO TPONHQepHpPOBATH B
MATepPUHCKYIO JIeIUAYaIbHY 000JTOUKy U
cteHKy Matku. K 9 Hen GepeMeHHOCTH YeTKO
orpenenseTcs BOpCUHYATHI XOpPHOH, WU
chorion frondosum, NpeBpaImALIHics 3aTeM
B tuaneHTy. Chorion frondosum sBiseTcs
HeadbHBIM MaTepUalioM IJisl MPOBeAeHUs
XpoMocoMHoOro, omoxmummueckoro u JIHK-
AHAIN3A, TAK KaK COHEPXKUT MUTOTUYECKH aK-
TUBHBIE KJIETKH U MOJTHOCTHIO OTPAXKAET reHe-
THYeCKM Habop TUToaa. B paHHeM cpoke rec-
TALIMH BOPCHHBI TJIABAIOT B MEXKBOPCUHYATOM
MPOCTPAHCTBE W CBOOOIHO TPUKPETIIEHBl K
MpeUIeXallieil melMayaTsHoi 0B0JIoUuKe, YeM
0OBACHAETCH MUHUMANTBHAS TPABMATUUHOCTH
acnupalvi B 3ToM cpoke. JInst GobimiHeTBa
HCCIIeTOBaHMIA TpebyeTcs He Oosbine 10—20 Mr
MaTepualia, 4To cocTanngeT MeHee 1% ¢GyHK-
[MOHATEHOM TKAHW XOPHUOHA, BITOCIEACTBHN
MPEBPAINAOIIETOCs B TUIALIEHTY.

BopcuHa xoproHa COCTOMT U3 3 OCHOB-
HBIX cloeB: 1) BHELIHUWI cJoi TopMOHATb-
HO AKTUBHOI0 CHHUMTHOTpO{OONAcTa; 2)
CpefHMId cioid rpToTpodobiacta; 3) BHYT-
peHHMI Me30/le pMaIbHbI cnoit. LlutoTpo-
¢dobmacT MMeeT BEICOKHIT MUTOTHYECKHI
MHJIEKC CO MHOTHMM CITOHTAHHBIMHW MHTO-
3aMH, TIPUT O HBIMH 11 HEMEIJIEHHOTO XPOo-
MocoMHoOro ananuza [17].

Bcem GepeMeHHBIM ITepe)] MHBA3UBHBIMU
[POLIETYpAMHU ITPOBOMAT YIIBTPA3BYKOBOE HC-
cllefioBaHie. YCTAaHABIMBAKOT CPOK OepeMeH-
HOCTH, JIOKATTU3AL[MI0 XOPUOHA WU TUIAlIeH-
ThI, MECTOPACTIONOXKEeHHE IUT01A, KOJTMUECTBO
OKOJOTUTOAHBIX BOM, HATWYKE Y3JI0B U pyo-
OB HA MaTKe M T.JI. YUUTEIBAIOT aBCOMIOTHO
BCE, YTO B KOHEYHOM HMTOre MOXKET IMOBJIUATH
HA WCXO0JI MAHUMYJALUNU IS TUToa U Gepe-
MeHHoI. MeTopl. He onpaBaasine cebsi ¢
TOYKHN 3peHHs 3PPeKTUBHOCTH U Ge30rac-
HOCTH, IMPAKTHUYECKHU He TIpUMeHdI0T. B
OONBIIMHCTBE LEHTPOB MCTONB3YIOTCSH
TPAHCIE PBUKATLHYIO ACIHPALIMIO0 BOPCHH
XOPHMOHA KaTeTepoM M TpaHCaOoOMMHATb-
HYIO acTIMPALTHIO UIJIOH Mexay 9-1o0 u | 1-10
HeJl 6epeMeHHOCTH.

Bce uHBa3KMBHBIE TIPOIIEAYPHI BBITIONHSOT
B MAJIOM OTEPAIMOHHON B YCIIOBHSIX ACETITH-
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9 rjiaBa

KW IO YJIETPa3sBYKOBBIM KOHTpoJieM. Orie-
PALMOHHOE 1ToJie 00padaThIBAIOT JABAXKIHI [1e-
3UHQUITMPYIOHMM pacTBOpOM, OOKIIaIbIBa-
IOT CTepHIbHBIMHU candeTkamu. OOLIyio aHe-
CTe3HI0, KaK MpaBuiIo, He TIpMMeHoT. Mec-
TO NMYHKLMK BEIOHPAIOT TILATENEHO € YYETOM
JIOKQJM3ALMY XOPHUOHA WA TUTaleHThL. Bop-
CHHYATBIM XOPUOH BU3YaJIM3UpPYeTCs KakK ro-
MOTEeHHAs TUIeP3XOreHHAS] TKAHb.

TpaHcie pBUKATBHYIO ACTIMPAIIMIO XOPH-
OHa C TIOMOIIEIO KaTeTepa IMPOBOJAT YAIIIE C
dukcanuer ek MATKA MyJIeBbIMA AT~
naMmu. PerieHne o HATTONTHEHWH WJTU OTIOPOXK -
HEHWH MOYEBOTO ITy3bIps IPUHUMAET Orepa-
TOP TIOCTIE YIBTPA3BYKOBOI'O OCMOTPA U B 3a-
BUCHUMOCTHU OT JIOKAJTM3allMK XOprHoHA. Ecii
HeoOX0JIMMO BBITIPSIMHUTL MATOYHO-L[EPBH-
KAJBbHBINA YroJ, My3blph HATIOJNHAETCS, €CII|
HET, TO ONOpOXHAeTCH. Yatlie rpH TpaHCep-
BHKAJILHOM acTMpAaIX Iy3bIph HATIOIHEH,
Tpu TpaHCcaOMOMHHAIBHOM — OIOPOKHEH
WM HEMHOro HaroiHeH. Mcronb3ytor pas-
JIMYHBIE KaTeTepbl AHAMETPOM OKONO 1,5 MM,
HMeOLIMe MeTALTHYeCKHi 00TypaTop, KOTO-
POMY MOXHO IMPUIATH XKeJIaeMyI0 (hopMy I
MPOXOXASHUSI MATOUHO-1[€ PBUKAJIILHOTO
yriia go mecta acripanuu. [lom yneTpazBy-
KOBBEIM KOHTPOJIEM KaTeTep MPOBOMAT Hepes
LIEHKY MAaTKH M YCTAHABIMBAIOT MEX/LY BOp-
cuHaMmu chorion frondosum. OGtypaTop 13-
BIEKAIOT U HITIPHUIL CO CPEoi U TeNapuHOM
noAcoeUHAIOT K KaTetepy. IIpu yctaHoBe-
HHUHW B ILTPULIE OTPUIIATEJIEHOIO NaBIeHUA
KaTeTep IPOJIBUTAIOT «BIepea-Ha3al» He-
CKOJIbKO pa3, 3aTeM M3BJIEKAIOT MO MOCTO-
STHHBIM OTpULIATENIbHBIM JaBlIeHHeM U o0pas-
LBl TKAHW HCCHeNyIOT Mo/ HHBepPTHPOBaH-
HbIM MHKpOCKOMNOM. I1pH HeIOCTATOUHOM
KOJIMYECTRBE MATEPHAJA IIPOLECAYPY MOXHO
TMIOBTOPHUTE, HO He Oo7tee 3 pas. [1puuem, Kax-
I pa3 HeoOXomMMO MCTIONb30BATE HOBBIIA
cTepWiIbHBIM KaTeTep. I1pu 3ToM ocyliecTs-
JISIOT 5X0rpadpuecKHil KOHTPOIb 3a (POpMOit
AMHUOTUYECKOTO TIY3LIps, COCTOSSHUEM XO-
puoHa 1 amOpuoHa. Kak mpasuio, mocie
TpaHCLEePBUKAIBHOMN aCTIMpaLiiH IO BIAIOT-
CH MAXKYILHE KPOBAHUCTEIE BBIIEIIEHUA, TIpe-
Kpalaiolecs yepes 3 JHs.

[Moaxon K BHIITONHEHWIO TIPOLEAYPHI
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TpaHCaOAOMHMHAIBHO WK TPAHCIIE PBUKATBHO
MOJKET 3aBUCETH OT pasHBIX ITPHYHH, BKJIFOYas
aHomamu MaTku. Hepenko TpaHciie pBHKaib-
HOM MAHWITYJISIIAHM TIPETATCTBYET TeHUTAJIb-
HBI repriec, pyOLbl Ha IIeiike MaTKH!, LIEPBU-
KaJbHBIe TOJMUITEL WM TUIleppeTpodIieKCHs
matku. [TosroMy TpaHcabmoMHHAIBHAA AC-
TMHpalLus SIBISIeTCsE MeTOIOM BhIOOpa.

CyliecTBYIOT pas3nuyHble CITOCOOBI
TpaHCAOIOMUHAIBHOM aCITMPALIAI XOPUOHA.
MBI nipeamaraeM UCIoIb30BaTh paspaboTaH-
HBIM M MCTIONb3yeMbIil HaMK MeTof |32], mo-
CKOJBKY CUMTaeM ero Hanodonee 6e30MacHbIM
JUT4 OGepeMeHHOM M 1ioaa, ¥ (pPeKTHBHBIM C
TOUKH 3peHHA B3ATHA KOMUUYECTBA aCTIHpaTa.
TpaHcabnoMWHAEHAS ACTIMPAITHAS XOPUOHA B
I TprmvecTpe y GepeMeHHBIX TPYIIThI BEICOKOTO
pHCKa IMpoBOIMIACh OiHOM urioi 20 G ¢ MaH-
JIPEHOM TTpH CO3IAHUK B 20 MJI LUTIPMLIE CO Cpe-
JIOHM M TeIrmapyHOM OTPHULIATENIEHOTO AABIeHUA
(YMBETpasByKOBOM AATYMK TIO 3aJaHHOMY Ha-
MpaBileHn0 (PUKCUPYeT aCCUCTEHT, TaK Kak
LITIPULL YAePKUBAECTCH OINepaToOpoOM ABYMS
CcBOOOJHBIMHM pyKaMH). TexHUYeCcKHe 0co-
OeHHOCTH 3aBUCE]IU OT CpoKa OepeMeHHOCTH
M JToKam3aiu xoproHa. B [ Tpivectpe mae-
AJIBHBIM ABJIJIOCE HATIPpABIEHHWE JBHM2KEHMA
WTIBI TTPH ACTTHPALTHH NMAPATIENIEHO XOPHATTb-
HOW TIIACTHHE, YTO TPH MAJIOM CPOKe YBEJH-
YKMBAJIO MYyTh WIJIBI M TIOBBIIANO 3¢)eKThB-
HOCTH BasITH 06pastia (puc. 9.1).

Hrna npoxojuiia CKBO3b CTEHKY MATKH,
Ha 1—2 MM norpyxaiack B XOPHOH, 3aTeM
MaHApPeH W3BIeKAaJIW U TpH CO3JAHUU B
LITTPHIIe OTPUIIATEIBHOTO AABIEHWS ACTIMPA-
ITHIO TIPOBOAWIN MyTeM OJHOBPEMEHHOTO
TMPOABWKEHWA UTJIBI U BCACBIBAHMA TKAHWU
TpH OBMIKEHHHA «BIiepell-Haszaa». Matepual
TIOCJIe U3BJICUCHUS WIJIBI BEIMBIBAIIM B YALLI-
Ky IleTpu ans gaabHEHIIMX UCCeI0BaHMIA.
Macca acriiparta coctapndia 20—50 Mr.

B HEKOTOPBIX cyvasx Mpu MajJioM KOJIH-
YyecTBe MaTepraa MM COMHUTETLHOM JIUAT -
HO3€ MporeAypy MOBTOPSUTH Uepe3 3—7 THeli.
Ecnu otBeT He GBI MOJTy4YeH, ¢ corjlackHs be-
peMeHHOM, MpOoLeAYPY NMPOBOIWIN BO BTO-
POM TpHUMeCTpe, TIpUYeM MeTOH MOXeT ObITh
WHBIM — OT aCTIHPALIMKA BOPCHH TUTAIIEHTHI JI0
AMHMOLIEHTe3a WIH MYHKIWH NMYTNOBHHBI.
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Puc. 9.1. bepeMeHHOCTE
910 wen. TpauncaGmomu-
HaJ/IbHas OHoIICHs XOpHoHa. 1
Iepe/HsI CTeHKa MaTKH; 2
aMOpHoH; 3 — XOpHOH, 4 — KO-
HEIl UTJIBL.

Puc. 9.2. bepemennoctn 18 et TpancaGjio-
MHUHAaJIbHasi OHOICHS UIALIEHTHI O Mepe-
JiHel cTeHKe MaTKi. 1 — TiepenHsst cTeHKa
MaTKH; 2 — [areHTa; 3 — OKOIOIUIONHEE
BOJTEI, 4 — KOHET MIJIBL.

Tot xe MeTon TpaHcabmoMHHATBHOIT ac-
MUpaly TKAaHW TUIALEHTHl IPUMEHEH HaMU
Bo II rpumectpe. Mcnione3oBami umisl 18—20
G ¢ manaperom. [lomyyami acrmmpar maccoit
20—50mr. I'ocite MHOTOUMCTIEHHEBLX HAGJTI01e -
HHI MBI TTPHIILTH K BEIBOMY, YTO JIyYILE MC-
nonb3oBaTh TobKO Mty 20 G, Tak Kak ee au-
aMeTp BIIOIHE JIOCTaTOueH JUTsl B3SITHSI HEOO-
XOAUMOTO KOJIMYECTBA MaTepuaJia.

TexHuKa BBITTOMTHEHUS MPOLICAYPHI 3aBH-
cena OT pacrioioxkeHus maneHTrl. Ilpu mo-
KaTHu3aluy TUTaleHTHl 110 TepeIHell CTeHKe
MaTKWA MYHKIHS TTPOBOAMIIACE CO CTOPOHBI
MaTepUHCKOU yactu (puc. 9.2).

O06pasLipl TIalEHTHI, PacITOIOXKEHHOM MO
Ba,ﬂHeﬁ CTECHKE MATKH, IMOJIVIA/IH IIOCJie
NpeABapuTeIbHOTO aMHHOLleHTe3a 0Oe3s
u3BneveHus Usl (puc. 9.3, 9.4). [1pu sTom
MyHKTHPOBAJIACH IIOAOBasT YacCTh MIAalleHTHI.

[ Tpu nokanmmsaruu rIareHTH 1o OOKOBO#M
CTEHKE MaTKU ITyHKTHPOBAJIACh IUI0OA0BAs WA

MATEPUHCKAS YaCTh IJTALIEHTHI MTOCIIE MPHXKa-
TUSI TIEpeTHE CTEHKU MAaTKU YJIETPa3ByKOBBIM
JaTuuKoM (puc. 9.5.). Takum xe obpazoM no-
Jnydanm oOpas3iibl IJIALEeHThI, PacTiOOXKEeHHON
B 00JtacT AHa MaTku (puc. 9.6, 9.7).

[Ipu MHOTOIUTIOAHOI GepeMEHHOCTH MPO-
Leaypa moJKHA MPOBOIMTHLCS ¢ 0c000i BHU-
MaTeTbHOCTBIO. M Bece-Taki Hepeko HabJro-
JaoTCsl OLIMOKYM U3-3a CMELLICHUsT 00pa31oB.
Eciu muroreHeTHYeCKUit pe3ysibTar MmoKa-
3BIBAET, YTO MOJI TUIOAOB pa3InyHbIi, TO 60-
Jiee BepOSITHO, YTO Mpoleaypa Obiia mpope-
JeHa KoppeKTHo. Eciv 1o ofuH U TOT Xe,
TO BO3MOXHO: 1) JIBOMHSI IU3UTOTHA, HO OJTU-
HaKOBOTO TI0J1a; 2) ABOIHSI MOHO3WTOTHA; 3)
obpa3zel, mpeacTapaseT TONBKO OJHO TI0A0-
sMmectuuule [33]. Bo usbexxanue Heopasy-
MEHMI 1 OIIMOOK HEKOTOPBIE HCClIenoBaTe-
W TIpefisIaraloT MPOBOANUTE KOPAOLIEHTE3 BO
[1 TpumMecTpe ¢ mocyeayoM aHaTU30M Ka-
PUOTHITIA KaXKI0TO TUTOfA.
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Puc. 9.3. bepeMeHHOCTE
27wen. I'wapotopake y 1oona.
TpancabmomuHaIEHAS GHO-
TMCHS TIAIIEHTH 110 3aTHeT
creHke. | - sapHsas creHka; 2
— OKOJOTUIOTHBIC BOJIBI, 3 —
TulareHTa; 4 — KOHeIT HIJEL; 3

— THIPOTOPAKE.

Puc. 9.4. bepemennocts 18—
19 megr. TpancaGmoMHHAIEHAS
OHOTICHS TUIATIEHTEL TTo (0KO-
Boil cTeHke MaTki. 1 — mepe-
JIHSISE CTeHKA MATKK; 2 — TUla-
1eHTa; 3 — KOHEI] MIJIBL

ITpu vccreioBaHKK ACTTHPATOB XOPHOHA U
TUTAIIEHTH MHOTHE TIPOOIEMBI MOXKHO PEIIINTE
cBoeBpemMeHHoO. [IperMyIIecTBO OTHHUX MeTO-
JIOB HAIL APYTHMM pacCMarTpUBaeTCs B KaKIOM
KOHKPETHOM CJlyyae C yYeTOM HAUMEHbLLIEro
PUCKa 1Sl TUToa M GepeMeHHOI, a TAKIKe MH-
(GOPMATHBHOCTU OXMAAEMBIX Pe3yILTATOB.

B orgenenvn MequivHeL rtoaa MHeTUTyTA
TIeAMATPHU, aKyILIEpCTBA M THHEKoNnormi AMH
VKparHbl HAMH BBITIONHEHO 3257 MHBA3UBHBIX
npotienyp y GepeMeHHBIX TPyIIIThl BHICOKOTO
PUCKa B CpoKH OT 7 1o 36 Hex (Tabm. 9.1).

CrietyeT OTMeTHTb, UTO Cpei OMOTICHIA XO-
PHOHA TOJIEKO 47 OBLITO BBITTOJIHEHO TPAHCLIE P-
BHUKAILHO, @ oCTanbHEIe 402 — TpaHcabmoMu-
HanbHo. OOpalaeT Ha ce0s BHUMAHME, YTO
acrnypaiy BOPCHH XOpHOHA W TIALIEHTE B
koymuectne 1932 (59,31%) cocraBnstior 6011~
LIMHCTBO 10 CPaBHEHUIO C OCTATBHBIMHU TIPO-
LIeypaMu, a TIpeATiouTeHre OTAaeTCs acTipa-
LIMM BOPCHH TUIAEHTH. MaHUMy s rmpo-
BOAMJIACH TeM MAaLIMeHTKAM, KOTOpbIe MPUILLLTH
CJTALIKOM TIO3MHO TS aCITMPallMK BOPCHUH XO-
pUiOHA, a TAKKe paHO WK TMO3IHO 1151 00BIU-
HOro aMHHoIleHTe3a. B HEKOTOPBIX CITyuasix
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ACTIUPALMS BOPCHH ITIALIEHTHI ObLIA METOIOM BbI-
OGopa He3aBKCHMO OT CpoKa GepeMeHHOCTIL
INpenmyniecTBOM TIALIEHTOLIEHTE3A SIB-
JIgeTCA TO, YTO TIPOLEAYpa BEITIONHAETCH B
nepuro, Koraa roj copmupoBaH. Mckimo-
YyaeTcsi HeraTMBHOe BIMsIHUE Ha Mopdo- U
opraHoreHes. MecCTo B3ATHA acTMpara pac-
TIOJTIOXEHO 3HAYUTEJIBHO JaJTblle OT AeLHLy-
ATBHOM 0060JIOUKH, YeM TpH acrupaLuH Xo-
pHUOHa, MosToMY B 00pa3siiax pexxe HaOmona-
eTcsl 3aTrpsisHeHHe MaTepUHCKUMH KJIeTKaMMU.
MaHUIYyIA M AOCTATOYHO JIETKO BBITIONH -
ercy crienacToM. [Tpu HavasHoI paspa-
OO0TKe TeXHUKH KOJMYECTBO TTONYYEHHOTO
MaTepHana B IepBeIx 50 UcCnemoBaHUIX Ba-
pBHpOBaNo oT 5 1o 15 Mmr, mostoMy y 10% 06-
CJIeIOBAHHBIX XKEHIIWH TPOLIELYpa TIOBTOPS-
Jlack ABaxabl. B mocneayionemM cTabuinpHO
nomyuanu acrmpat ot 20 mo 50 Mr, uTo SIBJIsI-
€TCsI JOCTATOYHBIM JJIST BBITIOJTHEHWS HCClTe-
JIOBAaHWI U He BIMAeT Ha (PYHKIIMIO TUTALeH-
Tel. Kpome Toro, Bo Il TpuMecTpe eCTs BO3-
MOXHOCTb TIPOBECTH TIATe bHBIIA YJIETpa-
3BYKOBOI1 KOHTPOJB 3a COCTOSTHHEM TIIona U
B HEKOTOPBIX CITy4asix 0TKa3aThCsi OT MaHU-
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Puc. 9.5. bepemennocts 15
nen. Omdanonene. TpaHe-
AOTOMIHATEHAST GHOTICHS TUTa-
IEHTH B 0GJACTH JTHA Marku. 1
— MepeHsis cTeHKAa MaTKI; 2 —
mnalleHra, 3 —  IJOM;
4 — omdanonene; 5 - KOHEIl
MIJIBL

MYJIALMA TIPA OTHOCHUTEJIBHBIX TPOTHBOIIO-
KasaHU4X, YTO TAKXKe CHMXKAeT KOJMYeCTBO
ocnoxHeHuit. OcobeHHO BLITOJEH IUIALEH-
TOLIEHTEe3 TP MAJTOBOAMHM, a TAKKE IMPU Bhl-
SIBTIEHWH aHOMAJIMHA TIJTOZIAa BO BpeMs YJIbTpa-
3BYKOBOI'O MCCIIeIOBAaHK A, KOra HeoOXoau-
MO TIpHHATE OBICTpOE pelleHue. PesynsTar
MOKeT ObITE M3BeCTeH B TOT e JIeHb, TAK KAK
MNpsSIMOil MeTOM ITONIYYeHUS XPOMOCOMHEBIX
npenaparoB U3 TKAHW XOpUOHA WM TJIALEH-
THI 3HAUMTENIEHO OBICTpee APYTHX.
Acmiipaniis BopCHH XopHoHA W IiateH-
ThHI TIPOBOAWIACK C LEJTBIO TTOCTeAYIOMIETo 111 -
TOreHeTH4YeCKOro, MaTorMCTONOrHYeCKOoro
i JJHK-aHanmusa 1mojyyeHHOro MaTepua-
Jia. B 5700 CBA3M OCHOBHBLIM MCCJIeI0BAHM-
€M. OTIpefIeISTIOIINM TaKTHKY BelleHus Oepe-
MEHHOCTH, SIBISIeTCS YCTAaHOBIEeHHe KapHuo-
TUIA TUTofa. B Halrell KMMHUKe U 5TOTO
MCTIOJIB3YeTCH KAaK YCKOPEHHBIH «ITpsSMOi»
meton B.C. Bapanosa [10], Tak u Mmogudu-
uupoBanHbiii MmeTon E. Flori [11]. B I Tpume-
CTpe XpOMOCOMHBIE TTperiapaThl, TIPUTOIHBIe
JUTA aHaTu3a, OBLTH TTOJTYYeHBL C TIEpBOTo pasa
B 94,8%, 11py MOBTOPeHHH LIMTOTeHETHYEC-
Koro uccnenoBanust 1o 3 pas — B 97,9%. Bo
I TpuMmecTpe no 22 Hen KapHUOTHII TLTOAA YC-
TAHOBJEH C TepBoro pazay 95,4% XeHIuH,
A MpH TIOBTOPEHWH WCCIIENOBaHUA OCTAB-
IIMMCS TIALMeHTKAM OT 2 0 3 pa3 pe3yJbTaT
nmocturan 100% sddexkturHocTi. [locne 22
Hel OepeMeHHOCTH YCIIEIIHBINA pe3ysbTar ¢
TOBTOPHBIM aHATM30M CcocTaBHMa 99,1%.
Hauboneliiee KOJIMUeCTBO XPOMOCOMHO¥ ITa-
Tonoruu (11,9%) 6b110 IMATHOCTUPOBAHO B
rpyrire 6epeMeHHBIX, Y KOTOPBIX aHOMAaJIHMH

[J10/1a BIiepBbie BBIABIAIHCH NP YJIETpasBy-
KOBOM MCCJIeIOBaHHH.

HccnenoBaHue XopHoHa U IIaLeHTHl MO-
KeT MPOBOAMTECS He TOJIBKO IS YCTAHOBIIE-
HMS LIMTOreHeTHUeCKoro, OHOXMMHUIeCKOoro,
JHK-anamiza, HO ¥ € LEJBIO ONpelesieHus
MePBUYHON IIaleHTAPHOM HEI0CTATOYHOC-
TH Y XEHIIHMH C OTATOIIEHHBIM aKyIIepCKUM
aHaMHe30M. [To/1o0HBIe UCCTIe10OBAHMS SIBIIS-
FOTCA HOBBIMH M BEPOATHO IMOMOIYT aKyIlie-
paM B IJITAHUPOBAHHW TAKTHKH BeleHWA Oe-
PEMEHHOCTH ¥ XKE€HIIWH TPYIMIIbl BEICOKOTO
MepuHATATILHOIO PUCKA.

Ecnu xxeHIMHe € OTATOLIeHHBIM aHAMHe -
30M TT0 HeBBIHAIIWBAHWIO HEOOXOIMMO ClIie-
JIaTh MCCIIeAOBAHIEe KapHOTHIIa IVIONa, BCe-
roa 1enecoobpasHo MpoBeCTH M3 OCTATKOB
acnupara Takxke W MOpoJIoTHIeCKHil aHa-
Jm3. OneHka Mop¢hoNIorHyeCKoro CTpoeHms
XOPHMOHA M TUIALEHTHI [TPOBOIMTCS IO OTHO-
CUTENTbHOMY COAEepPKaHHIO OlpefeeHHBIX
MPU3HAKOB, BKIIOYAs: HepaBHOMepHOE YTOJ-
meHve dasambHOM MemMOpaHbl, U3MeHEeHWe
BacKyJIApH3alliv BOPCHH U HapyILIeHWe Kpo-
BooOpaleHus B (eTalbHBIX cocynax. ¢puo-
po3, CKJIepo3 ¥ 0TeK CTpoMbl BopcuH. MHTe p-
MpeTalms MoaydYeHHbIX AAHHBIX ITPOBOANTCS
B 3aBHCHMOCTH OT CpoKa OepeMeHHOCTH.
PaHH44 IMarHoCTHKa MaToJoruv XopruoHa 1
[UTAL€HTHI CIIOCOOCTBYET CBOEBpPeMEHHOMY
MpUMeHEeHHIO KOMIUIEKCa neye OHo-nipodH-
JJAKTUYECKHUX MePOTTPHUATHI M CHUXKEHHIO
YPOBHA TepHHATATBHOM MATOJOTWH.

OOBIMHO MeCTO B3SITHS acrnupata mpu
HOPMAIBHO# CTPYKTYpe XOpHOHA U TareH-
ThI He BIMAET HA Pe3yJIbTaThl HCCIeIOBAHMIA.
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TaGnuua 9.1. MHBaanBHLIE NpoLIEaypLI
B I-1ll TpumecTpax GepeMeHHOCTI

{oaHHele MINMAT AMH YkpawnHet)
HE:GMEHOBB.HME Konwyecteo GEEEPS;_I_
poLenyphl HOCTH, Hen,
AMHUOLIEHTES 1169 (35,89%) 12-36
BUONCKsA XOpHOHA 449 (13,79%) 7-12
Buoncus nnauedtsl 1483 (45,53%) 13-32
KoppoueHres 147 (4,51%) 18-31
KapououeHTes T 1{0,22%) 22-25
Buvoncust neveHn 1(0,03%) 23
Buoncus noydku 1(0,03%) 24
Beero 3257 (100%) 7-36

B OIMMCAHHOM Xe HaMH ciyyae MopdoIoru-
YyecKasd KapTHHa IpHy OHOTICHH, ITPOBeIeHHOM
PSIIOM C TTATOIOTUUECKMM 0UAroM (KHCTA X0-
pHOHA), MMeJa BbIpaXkeHHbIe 0CO0eHHOCTH.

Kannuveckoe nabarodenue. bepemennas 1.,
22 aem, (H.b. 1201-91), nocmynusa oas cma-
HUOHAPHO20 AEHEHUS HO HOGOAY HEBLIHAWLIGAHUS
C HCANOOAMU HA KPOBSHUCIbIE 8HIOENEHUS & e~
yerue 2 ned. B anamnese 8§ camoabopmoe & cpo-
kuom 80do 20ned. Iposedena komnaexciias npe-
HamaavHas OUAZHOCMUK.

Januvie yasmpaszeykoeozo uccaedosanus:
PazMepsi MamKu U IMOPUOHA COOMBEMCMEYION
10 ned; xopuon pacnonoxcen no 3adueit cmenie
MAMKU; & BEPXHUX OMOeNax OmMeuaemes Kuc-
ma xopuona pazmepom 10 x 11 mm; 6 nudxicrux
omdenax npu nepexode Xopuona Ha nepeoHion
cHeHKy onpedeasiemcs ezo omcaotika 13x 5mm.

Tparcabdomunanohas acnupauyus Xopuona:
nonyueHo 35 me eopcuH XOpUuoHa, acnupan Ha-
npagiex Ha YUmozeHemuyecKoe U Mophonozu-
veckoe uccnedosanue. llpu aucmonozuueckom
uccnedosaniy Mamepuaida (HonymoHKue cpesol,
OKpacka moayUOUHOBHM CUHUM U RUPOHUHOM)
BOPCUHYAMBIL XOPUOH LMEe PE3KO U3MEHEHHYHO
cmpykmypy. basatotwiit c1oil Goia Hepaeromep-
HO YIMOAYeH, CHpoma 60pcuH 00eoHeHa Kiemov-
HuMU IneMenmamu, (puoposuposana. Cocyouot 6
sopcuHax omeymemeytom. Jaxarouenue: Iepeuy-
Hast NAAUEHMApHAas HeOOCMAmoYHOCHID.
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Kapuomun nioda npu yumozeHemu4eckom
anaiuse He onpededen u3-3a HU3KOU Mumomu-
Yeckoll akmuenocmu kiemok xopuona. Ipous-
gederna noemopas mpancaboomMunaiviasn ac-
nUpayus 60pPCUH Xopuona vepes 3 ous 6 mecme,
20e ezo0 CMpYKmypa npu Y1smpazeyKkoeom Uc-
cnedosariuu Oviia 6e3 ocobennocmei. pu uc-
cnedosanuu dcnupama Kapuomun naoda 40,
XX. Mopdcponoeuneckas kapmuna coomeen -
CIMBOBAIA YZpo3e NPEPLIGAUS NPU HEGbIHAUIL-
BAHUU, OOHAKO EbIPANCCHHBIE NAMOMOPQOnoeU-
yeckue UMeHeHus, Kak npu buoncuu psdom c
KUCHOIl XOPUOHA, OMCYHICIMBOGAINIL.

CTpyKTypHBIE M3MEHEHH BOPCHUHYATOTO
XOPHOHA CBA3AaHHBI C MATONOTHEM €TO pasBUTHA,
JdepeHIIMPOBKI U CO3PEBAHNS, 4 TAKXKe C
rnosiBIeHrueM Ha 3ToM (poHe AUCTPOGUUECKUX
TPOLIECCOB M HapyllleHHeM KOMITEHCATOPHO-
TPHUCTTIOCOOUTEITBHBIX peakHi1. KoMITieKCHOe
Mopdonornyeckoe 1 UTOTeHETHYeCKOe KC-
CTieloBaHWe TIPUMEHSIIOCh HAMKM B Hanbornee
paHHHe CPOKH — ¢ 8—9 Hen OGepeMeHHOCTH U
CITOCOOCTBOBAIO TTOBBIIUIEHHUIO TOYHOCTA U
5(pGeKTUBHOCTH MPpeHAaTAIbHOM JHArHOCTH -
K. ClienoBatelibHO, gaxke B | TpuMecTpe Mo-
3KeT OBITh pellleH BOTIPOC He TOIBKO O TIpephbl-
BaHHM Oe peMeHHOCTH TIPU XpOMOCOMHOM Ta-
TOJIOTHH, HO M O CBOEBpPeMEHHOM JIeUeHHH
TUIALIEHTAPHON HE0CTATOYHOCTH TpH yCTa-
HOBJIEHUW HOPMATBHOTO KAPUOTHUIA Y TUIOJA.

ITocre mpoBeneHUS TIPOTIEY PBI XKeIaTelTb-
HO OCTABHTH MALMEHTKY TT0JL HabIIOIeHeM B
JTHEBHOM CTALlMOHApe NMpUMEPHO Ha 2 Yaca. 3a
5TO BpeMsi XKeHIIIUHA YCITOKAUBAeTCsl U IOITy-
yaeT JalnbHenIe UHCTPYKLIUU OT [epCOHAIA.

3Has 0 BO3MOXHBIX OCTIOXKHEHHAX elLlie 10
TMpoBeleHUsT UCCllefoBaHMs, OepeMeHHast
JTOJIKHA BECTH MeHee AKTUBHEBIN 00pas JKi3-
HH U BOBpeM$ COOOIINTE O ITOBBIILIEHUH TeM-
repaTypsl, KPOBOTeUEHHH H APYTUX U3MEHe-
HUAX B COCTOSAHHUU 30 POBBS, BOSHHKIITHX
Tocse JAarHoCTHYECKOTo BMellaTesbCTha.

OCJ/IOKHEHU A
Xotrsg HebaronpusaTHBEIE TIOCHEACTBHS ac-
MUPALIMK XOPUOHA M TUTALIEHTEI HEMHOTOYMC-
JIEHHBI, OCJIOXXHEHUS MOTYT BOSHUKHYTb B MO-
MEHT MPOBEeNeHUsA TIPOLEAYPHI, HETIOCPEI-
CTBEHHO TTOoCTie Hee WIKM B OTIaeHHOe BpeMsi




ACHHAPAITHA BOPCHH XOPHOHA H HAALIEHTEI

Tab6nuua 9.2. YacTtora ocnoxHeHuii npu GUoncum XOproHa

KonuyecTteo CnoHTaHHble YonelHbii
ABTOPHI npoLenyp abopTHl, % aHanmua, %
International CVS4000 (TA) =
Registry (TLh) =
B. Brambaiti w coasT., 1988 1159 (TA) 35 99,7
. Green 1 coaBr,, 1988 940 (TLL) 25 99,4
N. Wald u coagr., 1988 163 (TC) 10,8 96,8
H. Clark v coasr., 1989 211 (TL) 2,9 =
Canadian Collaborative CVS Group, 1989 1191 (TL) 4.9 98.5
M. Jahoda v coasrt., 1989 1550 (TL) 5,0 97,8
S. Rhoads v coaet., 1989 2248 (TLL) 3,5 97,8
R. Wapner v coaert., 1990 1000 (TLL) 1,9 99
1000 (TA) 99
S. Smidt-Jensen v coaer., 1991 (TA} 24 -
(TL) -
U, Johnson, 1995554 (TLI) -

NpunesaHue: TA — TpaHcabpoMuHanbHbIR AocTyn; TL — TpaHcuepBUKansHBIR 0CTyn.

|34]. HemenneHHBIM OCIIOXHEHUEM SIBIISIETCS
KpoBOMazaHMe WK KpoBOTeUyeHH e, OTMeyae-
Mble B 1—4% mocne TpaHCaOMOMMHAIBHBIX
npoueayp ¥ noutd y 20% maiMeHTOK 1oclie
TPAaHCBaTMHATLHBIX BMeIIaTelbCeTB. PaHeHue
MeEJTKIX COCYA0B MOKeT TTPHUBOANTDH K BOZHUK-
HOBEHMIO PETPOITIALIEHTAPHBIX TEMATOM, CYO-
XOPHAJIBHOMY KPOBOTEYEHMIO M TTOCTIeAYIOLLEe-
MY BBIKWIBIIY. [10CKOMEKY rpephiBaHue Ge-
PeMEHHOCTH CUMTAGTCSI OCHOBHBIM OCIIOXKHE -
HHeM, OLIeHKa pPUCKa acrMpaiyi XOpHOHA
OCHOBBIBAeTCS HA YaCTOTE CITOHTAHHBIX BBIKU-
JBIIIEH TTIOCIe MAHMITY UMK, JlaHHBIe pasiiiy-
HBIX aBTOPOB C YUeTOM [MoTeph IJI0Aa W YCTIel-
HBIX pe3yIbTaToB IIpecTaBIieHb BTadmuile 9.2.

B GonbLMHCTRe Cityyaes rnpepeiBaHue Oe-
PEMEHHOCTH TTPOMCXOIMUT B CPOKH OT 9 110 16
Hen bepeMeHHOCTH, I1033Xe MoTepyu peaKu.
YacrtoTta BeIKuabiieid rmocne 12 000 TpaHc-
LepBUKaIbHbIX OMOIICHIT XOpHOHA, BBITION-
HEHHBIX B 5 OOJIBIINX LIEHTpaX COCTABMJIA B
cpemueM 3,3% (1,9-5,2%) |35]. CymMapHbIe
MoKasaTeyu 9acToThl (paTaabHBIX UCXOIOB
OepeMeHHOCTH (CIIOHTAHHBIN WM HeCOCTO-

SIBILIMIACS aOOPTHI, IpephIBaHKe AHOMATBHOI
OepeMeHHOCTH, MePTBOPOXKICHWE, HeOHA-
TaJbHasg cMepTh) ObLIH OT 2,7% no 7,2%
BTPYIIIe OMOTICHA BOPCHH XOpHMOHA U 5,7 % —
B IpyIIre aMHuoLieHTesa [36]. YacToTa mote-
pU reHeTUUYeCKH MOJTHOLIEHHBIX TUIOA0B T10-
Beianach no 10,8% B Tex ciyyagx, Korma
TOYHOE TIO/IBeJIeHHe TPaHCLepBHKAIBHOTO
KaTeTepa OCYIIECTBIIOCE C TpeTheil uiu
YeTBepTOIl MOIBITKA U 2,9%, ecnu 510 yua-
BAJIOCE C I1epBoil MOMBITKU. CreyeT oTMe-
TUTh, YTO BBIKUIBIILIN TIOCJIe HMHBA3HUBHEIX
npouenyp Bo 11 TpuMecTpe yYpe3BBIYANHO
pelKH M COCTaBIsIOT MeHee 1%.

besycnoBHO, 4aCTOTa OCIOXHEHUI 3aBK -~
CHUT M OT OIlbITa ofeparopa. Eciu crenma-
JIUCT BEITOTHUI ©oree 50 MyHKIIWI, TO pUCK
npepuiBaHUsI OepeMeHHOCTH COCTaBIIsSIeT
0,3%,aecmi oo 10 iporienyp, 70 3,7%. Ipu-
MeyaTesIbHO, YTO TPY MHOTOTUTOMHOH Oepe-
MEHHOCTH YACTOTA BEIKUIBILLIEN TTOCIIEe IPO-
Leaypel BBILIE, YeM IPHU OTHOIUIONHOM Oe-
peMeHHOCTH, U B HEKOTOPBIX UCCITeIOBAHK-
ax gocturana 6,8%.
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OmHol W3 OCHOBHBIX TTPUUMH HeOMarorpm-
STHBIX ICXOMIOB SIBJISIETCH TAKKe BO3pacT Oepe-
MEHHOI, YTO B TO JKe BpeMsl SIBTISIeTCs] [oKa3a-
HIeM [IJTs1 TIpOBe/IeHrs MHBAa3UBHOMN TIpeHa-
TaTBHOM JIMATHOCTHKM. Tak, wacToTa mpepbi-
BaHUA OepeMeHHOCTH Y KeHIIMH cTapiie 36
net Oba 7,2%, a o 36 ner — 2,6% (p < 0,01)
[37]. V XXeHIIMH cTapiiero Bospacta Takxke
UMeeT 3HaYeHHe KOJTHIeCTRO IOTTLITOK B3SITHS
BOPCHH XOpMOHA, TJie B CIy4asdX TTOBTOPeHMS
KOJIMYeCTBO abOPTOB BO3pacTaio B 4 pasa 1o
CpaBHEHHIO C OIHOM MorbITKoM. [Ipy sTOM ¥
SKEHILMH 10 36 JIeT Yrciio MHBA3Wii HeOmaror-
PUATHOTO BOAEHCTBUA He UMEJO M YacToTa
rnpepeiBaHKd 6epeMeHHOCTH COCTABIIAA JI0
3%, a y ellle Oonee MOJOMBIX MaTepeit — 1,7%
1o 16 Hen v Tonbko 0,9% mipy cpoke 16—28 Hen.

ITpu cpaBHHUTENBHOM aHANM3E pe3ynbTa-
TOB HALIMX MCCIEeIOBAHMI Ha HAYATbHBIX
sTarnax paspaboTKi MeTola U B TTOCHENYIO-
11IeM MBI TIPUIILTH K OJTHO3HAYHOMY BEIBOIY,
YTO C TIpUoOpeTeHHeM OITbITA U ITOBBIIIIeHN-
eM KBaTU(pUKAIIMK CTIeLMATUCTOB 3HAYU-
TeJIbHO CHMXKAETCH YMCIIO MOCTUHBA3MBHBIX
ocnoxHeHuii. TTocnme rpoBeieHUs TTepBbIX
200 acmiipanmii BOpCHH XOpHOHA U TLTareH-
TEI HaCTOTA CITOHTAHHBIX BB]KH,EI;BI].L[BIIJI IpH
TpaHCLIEPBUKATTBHOM AocTyTe Oblna 4,8%,
MpH TpaHCAOAOMUHAIBHOM acIypar ¥ Bop-
CHH XopHoHa — 2,3%), a MpH TpaHCabaoMu-
HATBHOM TIIAlleHTOoIIeHTe3e — 2,2%. B 5Toit
Xe rpyrie GepeMeHHBIX BBICOKOTO pUCKd
WHAYLIMPOBaHHBIE a0OPTHI TIPU MATOIOTHH
iona coctapwu 13,7%. Ilpu nepepacuere
KOJMYeCTBa CIIOHTAHHBIX BBHIKWUIBIIIEH Ha
BBITIOJITHEHHBIE BIIocaeacTBHH 1732 6HoTICHIA
oTMeYaeTcs CyLIeCTBEHHOe MOoBbIleHHe Oe-
30MACHOCTH WHBAa3WBHBIX Tpolenyp. Tak,
YacTOTa CIIOHTAHHBIX BBIKMABILIEH IpU
TpaHCAOOOMUHATBLHOM ILTalleHTOLIeHTe3e
coctapmwia 0,9%. INpuHUMag Bo BHUMaHUe
JIOCTATOYHO BBICOKYIO YaCTOTY OCJIOKHEHHIA
rocmne TpaHCIepBUKATBHOI aCTIMPAIlNH, C
1988 1. MBI BBITIOJTHSIEM 3a00p BOPCHUH XOpU-
OHa TOJIBKO TPaHCAOHOMWHAIBEHO.

Kpome BeIKHABIIEI 1 YTPO3BI MpephIBa-
HUS, C KPOBOTEUEHHEM OMNUCAHBI TAKUE Ce-
phbe3HbIe OCTIOXKHEHWS KaK BHYTpUMATOYHAS
uHpekus U 6akrepriemus [38], repdopa-
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LM aMHUOTHYECKOTO IMy3BIp4 U pasphis 000-
JIOYEK, MATOBOJME BCIIEACTBHE XPOHHUYECKO-
ro TMOATeKAHHSI OKOJIOTLUTOMHBIX BOM, pe3yc-
ceHcuOmwmzaius. Takxke obCyxkaaeTcs I11o-
TeHIIHATbHOe BIMSHWE acHpanmyd Ha pocT
M pa3sBUTHE TUIONA, TIOCKOJBKY TMpoleaypa
MNPOBOAMTCH B Ieprojl sMOpHoreHesa [39].

BHyTpuMaTtouHas MH(eKIs U CeICrcC oT-
HOCSITCS K Cepbe3HBIM, HO PeIKIM OCTTOXKHE-
HUAM, BO3HUKAIOLIMM B OCHOBHOM TIOCIHe
TpaHCLEepBHKaMBHON O1oricuu. MIX yactoTta
konebnetcst ot 0,2% mo 0,5% [40]. Ormucano
pasBUTHE OCTPOro 3MQI3eMaTO3HOIO XOpHOo-
AMHMOHUTA, KOTOPBII YyTPOXan He TOJIBKO
JKU3HU TUTOAA, HO M MaTepH, a TakKe ciydait
CEITTUUECKOTO IIOKA C TOUEYHOM HENOCTATOU-
HOCTHIO I10CTIe B3siTHs 00pasiia BOPCHHOK XO-
pyioHa. CooOlieHMs, TTOSIBUBIITHECS B HaYaje
paszpaboTOK METO/IA, CBUIETENILCTBYIOT O TOM,
yro o4ty 30% WCIoNb3yeMbIX TpaHCLIEpBH-
KaTbHBIX KaTeTe poB OBLTH 3apaskeHbI KOJIOHH-
sSIMM OaKTepHii U CYIIeCTBOBAIH Cephbe3HbIe
OIaceHus 1o MoBoAY BO3HUKHOBEHUS BTO-
PHYHOIT BHYTpUMaTOYHOI MHpekmu. Kak
OBl TO HU OBLUTO, MPSIMOTO TTOATBEPK e HUSI
CBSI3W KOMMUECTBA BRIKWABIIIEH ¢ KOJIOHM3A-
el bakTepraMy ek MaTkH HeT. [Tocne
MpeKpaLleHUA MCITONb30BAHUA OMHOTO U TOTO
JKe OTHOPA30BOTO KaTeTepa JUid TIOBTOpeHH
mporeaypbl MHQpEKIIMOHHBIE OCIOXHEHMUSI,
OTAaCHBIE TS XKU3HW, He BOZHUKAIIH.

M3BecTHEI Ciydau OCTPOro paspeisa 06o-
JIOYEK B MOMEHT TPOLIENYPEI, HO OHH Ype3Bhl-
YyaifHO pefiIKU U MX YacToTa He MOACUMTAHA.
Hcteuenre aMHMOTHUIECKON XKIAKOCTH MO-
JKeT TTPOSIBUTECSH KakK B TeUeHHe HeCKOIbKHX
ITHEH, TAK M HeCKOJIBKHX Helelb. OTiaieHHbIe
BO BpeMEHH paspbiBbl 000JI0UEK CBA3AHbI, T10-
BUIAMOMY, C BOBHUKHOBEHHEM BSLTOTEKYIIIe -
I'0 AMHIOHWTA, WX YacToTa coctapmier 0,3—
0.5%. B pesynbrate XpOHUYECKOTO TTONTEKA-
HHS OKOJIOTUIOAHBIX BOJI KAK OCJIOXKHEHHE
BosHUKaeT ManoBomue. Ele pexxe Habmona-
eTcsl KpoBOTeueHM e U3 IMoBpexXaeHHOI T1a-
LIEHTHI WJIA TIYITOBHHBI M UPE3BBIYAITHO peaKo
paHeHue Tutofa. Bo3MoKHa oTcioiKa roia-
LIEHTBI BCNIEICTBHE paHeHM COCY1a M BO3HUK -
11Ieif reMaToMBbl, a TakKe TMOsTRIeHNe aMHHO-
THUYECKIX [MepeTsDkek.
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[TpH B3sTHH 0OpasLIOB BOPCHH XOPHOHA B
psae ciyvyaeB MPOMCXOJIUT TUIOL0BO-MaATe-
puiHCKasi TpaHcdysus, onpenensemMas ¢ Mmo-
MOIIBIO aNlb(pa-(eTornpoTeHa B ChIBOPOTKE
KpoBH. [ToaTomy ocoboe BHUMaHKe yaessdeT-
CHl M3YUYEHHIO TUIONOBO-MATEPHHCKHX B3au-
MOOTHOILIEHHWI TIOC/Ie MHBA3UBHBIX MPOLe-
JIYP Y pe3yC-0TpUllaTeTbHbIX OepeMeHHBIX. B
TO JXe BpeMsI BOTIPOC O BBeAeHWH aHTH-D-
raMmarnobyiMHa nocie MaHUMyJI9Ud Ofl-
HO3ZHAYHO He pellIeH.

OueHb paHHee MpoBeAeHME TIPOLIETY P
(56—66 nHeit recTalmi) aCCOLIMUPYETCs C BO3-
pacTaHMeM YacTOThl BOSHUKHOBEHUS PEIVK-
LM KOHEUHOCTEH, a TAKKe OpOMaHIHUOYIap-
HOM runoreHesyeii [41]. CTpyKTypa IMOpOKoR
MOXKeT CBHIETeTLCTBOBATE He 00 aHOMATEHOM
MopgoreHese, a 0 HelOJTHOM MopdoreHese,
TIPH KOTOPOM BO3MOXKHO BITHSAHHUE COCYIUCTO-
TO UHCYJIBTA HA pasBUTHE HOPMAJIBHOTO 3MO0-
pyoHa. B To e BpeMs C Bo3pacTaHHeM 00Be-
Ma UCCIIeIOBAHMI pe3Ko CHIDKAeTCsl KoJiye-
CTBO TTOPOKOB KOHEYHOCTEI Y 00CIe JOBAHHBIX
nonoB. [TosToMy MHOIMe aBTOpBI He TIO/-
TBEPXIAIOT HATMUME CBSI3W MeXIy paHHeid
acmupanueil BOpCHH XOpUOHA M BOZHUKHO-
BeHHWeM peayKIHH KOHeUHOCTek y Tutoaa [42,
43]. Kak 661 To HY OB1/10, B OOJIBLIMHCTBE LIEH-
TPOB NPEATIOYHUTAIOT IPOBOANTE MCCIIEI0BA-
Huisl He paHee 9 Hell GepeMeHHOCTH.

[Toutn y 50% meTteii, UMEIOITNUX TMOPOKH
KOHeYHOCTel, UbM MaTepH Mo Bepriuch OMo-
TICHH XOPHOHA, OTIPENEIAIOTCH OIHA WITH He-
CKOJIbKO KOXHBIX remopparuii [44]. Takum
obpaszomM, rpy0o rpoBeaeHHASI MAHATTY JISIIHsA
MOXeT BBI3BATH Upe3MepHYIO TpaBMaTH3a-
LMIO TUIALIEHTHI, YTO M OyIeT NpUYrHOM 1Mo~
BpexaeHUA muona. Iunonepdysud U repu-
deprdecKasi TMIIOKCHS BCIIEACTBUE 0OMIBHO-
I'o TVIOAOBO-MATe PHUHCKOI'0 KPOBOTEUEHMN,
Ba30KOHCTPUKIIMA WIM SMOOIMA MOTYT fB-
JIITHCS MATO(PHU3NONOTMUECKUMU MeXaHU3-
MAaMHM, TIPUBOISIIIMMHU K 3aepXKKe pasBUTHS
KOHeYHOCTeli WM AUCTATbHOMY Hekposy. U
BCe Xe, HeIaBHHUe MYIBTHLIEHTPOBBIe HCCTie-
JIOBaHW S HE CMOTJIH BBISIBUTB Pas3IduMs MeX-
JIy YaCTOTOM TOSBIEHUS TIOPOKOB KOHEYHO-
CTeily neTeil, MOABE PrIMXCs OMOTICHA, U (po-
HOBoI1 nonysuueil. He oOHapyxumm Takoke

MOBBILIEHW YaCTOTHI TIEPUHATATIBHOM MaTo-
JIOTHH, BO3pacTaHMs YaCTOTHI [pexaeBpe-
MEHHBIX pOIOOB, TIPeXXIeBpeMEeHHOIO pa3phl-
Ba 000JOYeK, 3a1eP3KKH pa3BUTHS TLIOIA WIN
JPYTHX OCIOXHeHHWi [45].

Bocripygatie MHBAa3UBHEBIX TIPOLIEAYp Ta-
LIMEHTKAMU 3aBUCUT OT KaueCTBa IpeHaTallb-
HOI'0 KOHCYJIbTHpoBaHMs1. Uem Oorbliie XXeH-
LIHMHA 3HAET O BO3MOXKHOCTHAX MEeTOOa, TEXHH-
Ke MpoBe/leH|s U OCJIOXHeHUAX, TeM 001y~
MaHHee e€e CcorjacHe Ha MpoLeaypy.
[MTanueHTKH oTMevaroT, yTo OHoIICKS Tiepe-
HOCHTCS I'Opa3ao nerde, 4yem OHH IpencraB-
Jgami. Kak npasuiio, Tipu Beibope MeToza
OONBIIMHCTBO XEHLIWH MpeIrmoYnTaroT Oe-
30IMACHOCTb M OBICTpeifliiee TOJIYUCHIE pe-
3yAbTATOB, HO IMPHUHHUMAOT BO BHUMAaHIE
TaK>Ke YacToTy JIJAOOpAaTOPHBIX HeyIay.

INPEMMYILIECTBA U HEJOCTATKH

C Touku 3peHns 3ppeKTUBHOCTH, 6e30-
MACHOCTH M 3KOHOMWYHOCTH aCrupanus
BOPCHH XOPHOHA M TUTALIEHTHI SIBJISETCH OJI-
HUM M3 paHHUX W PallMOHAIBHBIX MeTOJIOB
[PEHATAILHOM JIHATHOCTUKHU. OHA C YCITEXOM
MOXKeT UCITOTb30BATHCS! [T [ATOreHe THUeC-
KMX, OMOXMMHMUYECKHX, MAaTOIrMCTONOIHYeC-
kux 1 JHK-uccnegoBanuii. B pesynetate
aHaM3a TMOJYYEHHOTO MaTepHala pelaoT-
CsI He TOJIBKO TeHeTUUYeCKHe, HO U aKyllepc-
K¥ie Tipo6ieMBl, UTO IMOATBEpXaaeT MaToTHC-
TOJIOTUYECKAs JIMArHOCTHUKA [UIalleHTapHOIN
HEIOCTATOYHOCTH. C HaJbHEHIINM COBep-
mweHcTBoBanueM JIHK -texHonoruu, oco-
OeHHO MOIMMEPA3HOM LIeNMHON peakiHn
(ITLLP) ¥ TexHyuKy rTiOpuam3anmun in situ, cta-
HeT BO3MOXKHBIM ITOJIy4aTh TOYHBIE pe3yiib-
TaThl UCCHIEIOBAHMIA Cpa3y 0e3 KyNETUBHPO-
BaHMS KJI€TOK. DTO OTKPOeT HOBHIE ITepCIieK-
TUBEI B IPEHATAIEHOIN AHATHOCTHKE.

B TO Xe BpeMA acrupaliivg XopHoHa M Ii1a-
LEHTHI TT0 CPABHEHUIO C AMHHUOLIEHTE30M MMe-
eT W HenoCTAaTKU. OTHOCUTEJIBHBIM HeloCTaT-
KOM SIBJISIETCS] HE3HAYMTENIEHOE TPEBBIIIeHNE
JACTOTHI BEIKMBILLIEH ITocie Ororncuii. MHor-
JIa, K COXaJIeHUIO, TIPH BepU(pPHKATTMH He TIOf1-
TBEPXKIACTCH AHOMATBHBINM KapUOTHIT TUIOMA,
JTMATHOCTHPOBAHHBII TpeHaTanbHo. Ha Tou-
HOCTb ITATOr€HETUUECKUX Pe3y/IbTaToB MOXeT
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TIOB/IMATD U 3arpsizHeHHe oOpasiia MaTepHHC-
KO genynyalbHol TKauelo. Eciu Ha 3ape
Pa3sBUTHI MeTOTHUKH UCCIeHoBaTeI COO0IIa-
JIM O 3arpsisHEHHH acIMpaTa MaTepUHCKHMHA
KJIeTKaMM Mo4uTH B 27%, To ceiivac 3To oTMe-
YAIOT HCKJIIOUMTENTBHO B KYIETYPE KJIETOK X0-
pyoHa. [ToCKONbKY, B OTIHYHE OT LHATOTPO-
¢obnacta, MaTepHMHCKAs IeLIMAYAIbHAS TKAHD
HUMeeT 04eHb HU3KWI MUTOTUYeCKWIA MHIIEKC,
MNpH NPSMOM XPOMOCOMHOM aHaIM3e CITOH-
TAHHBIE MHUTO3bI, KAK IMPABUJIO, He BO3HHKA-
10T [46]. HeobxommMo KOppeKTHO TIPOBOIUTE
MaHUITYISIIUIO W pacCMAaTPUBATh TTOTyIeH-
HBIH MartepHal 1Mo MHBepTUPOBAHHBIM MUK-
POCKOTIOM, TTOCTIe YeTro B paboTy oTHaBaThk
TOJIBKO T¢ XOpHAJIBHBIE BOPCUHEIL, TIPOMCXOXK-
JleHHe KOTOPBIX He BhI3bIBaeT comHeHus. [lon-
TBEPXKIEHUEM TAKOH TAKTUKM sIBNsgeTcs (PakT,
YTO IpH IUaneHToleHTese Bo 11 TpumecTpe
sarpsAsHeHue oOpasioB MATePUHCKUMMU KJTeT-
KaMM BCTpeyaeTcsi ropa3no pexe, Tak Kak Iia-
LIeHTa ToJIIe U 0Opasibl OepyTcsl Aabiile oT
JELMAVATTEHOM TKaHU.

Kpome Toro, Bo3MOXKHO ITosIBJIeHHe MO-
3aUIU3Ma W TIceBIOMo3auM3Ma B 1% 1
0,4% cooTBeTCTBEHHO, UTO MpearonaraeT
JMAarHoCTHYeCKyI o gutemMmy. I1pr sTom me-
CTO B3ATHA 0Opasla ocoboro sHaYeHUA He
MMeeT, TaK KakK KoJieGaHHsl yYaCTKOB OTCYT-
CTBYIOT, UTO IMOATBEPXKIAIOT HaHHBIE (ep-
MEeHTATUBHOIo, MOp(QOMOruyeckKkoro u
JAHK-ananusza. HeBO3MOXHO MTHOPHUPO-
Batk U TOT (akT, YTO MPHU MUTOTEHETUYEC-
KOM HCCIeIOBaHWMH OrpaHWYeHHBIN TI1a-
LeHTAPHBI MO3aWIIM3M BCTpevyaeTcs, 110
HEKOTOPBIM TaHHbIM, oT 0 110 4,4%, 110 Ipy-
MM MCTOYHMKaM,— B 0,6—8% Bcex obpa3z-
1IOB, XOTH BITOCJENCTBHM TTONTREPXKAAECTCA
TONEKO B 3/4 cnyuaeB. [1osToMy TipH I10sIB-
JIeHWW aHOMAJIBHOI'0 MM MO3aMYHOI'0 Ka-
PHOTHIIA B pe3ylbTaTe UCCIAe0BaHU I1a-
LIEHTHI Clie/lyeT TPAKTOBAaTh €TI0 KaK JIOXHO-
IOTOXUTENBHEIN W e penpoBe pUTH IPYTHM
meTomoM. C 3Toi Ienbio yale Bcero Mc-
MOIB3yeTCs KOPAOLIEHTe3 C ITOCIeIYIOITHAM
KapMOTUIMMPOBaHUeM KJIETOK KpOBM, TaK
KaK JIOJITOBpeMeHHas Ky/IbTypa KJIeTOK XO-
pHOHA TAKXKEe MOXET TATh AHOMAIbHBII pe-
3yNbTaT NMPU HAMHMYMHA HOPMAILHOIO IIO0-

228

Jia. OOHapyXeHHe OTPAHWUYEHHOTO TUTaI €H -
TApPHOI'0 MO3auL[M3Ma 3aCTaBIAeT UCCIEI0-
Barenst ObITL HacTopoxe. [IpoBomsiTcs ac-
COLMAIIMM MeX1y OrpaHUYeHHBIM TUIAleH-
TapHBIM MO3aWIIM3MOM M e pHHATATbHBIMHA
OCJIOKHEHHAMH, BKITIOYAS 33€PKKY BHYT-
pUYTPOOHOTO pasBUTHA, & TAKIKE TTOBBILIIE-
HHeE MepUHaTanbHOM 3a0oneBaeMOCTH U
cMmeptHOCTH. [IpennonaraioT BO3BHUKHOBE -
HHe OCJIOXHEeHWH M3-3a HapyllueHud (PyH-
KLMH ITaLieHTH BCHeACTBHE HAXOXACHHA B
Hel aHOMAaNbHBIX KJIeToK. OqHAKO TaHHBIE
MpOTUBOPEUMBEI U He BCerna UMeroT IMof-
TBepXKJIeHHE.

SAKJTIOYEHUE

Beibop MeTona nmpeHaTaIbHON JUATHOC-
THKHW 3aBUCHUT OT LieNieii UccrenoBanus, 3¢ -
¢GHeKTUBHOCTH, 0Ge30IMaCHOCTH, HH({opMa-
TUBHOCTH, a TaKXKe OT OTHOILEHUA K HeEMY
OepeMeHHOI U ee ceMbM. Mcnonb3zoBanue
WHBA3UBHBIX METOAOB C MOCHEAYIOUTHM I~
TOTeHeTUYEeCKHUM, MOP(HOJIOTHUECKHM, OHO-
xumudeckuM unn JIHK -aHaim3oM rutoaHo-
ro Matepualia CroCoO6CTBYeT YTOUHEHHIO
MpeHaTaTFHOro AMAarHo3a 1 CBOeBpeMeHHO-
MY pellleHHIO BOTIpoCd O BeaeHHHN GEPEMEH—
HOCTH B HauboJsiee paHHUE CPOKU — € 8—9
Hell. KOppeKTHOCTh TMpeHaTalbHOTO JIpar-
HO34 3aBUCHUT OT TIPABUJILHOCTH BBIGOpa Kak
WHBa3UBHOI'O, TaK U JTabopaTopHOro MeTo-
Ja. HecMmoTpst Ha BBICOKYIO 3¢ eKTHUB-
HOCTh, HHBA3HMBHEIE MPOLIEAYPbI HMEIOT OIT-
peneNeHHBIIT PUCK KaK IJIsi MaTepu, Tak U
JUTS TUTONA, MO3TOMY TTOMCK HOBBIX METOIOB
IpeHaTaIbHON AUArHOCTHKH W UX COBep-
LIEHCTBOBaHMe OYAYT MPOIOIKATECS.
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KOP/IOLIEHTE3

E.B. IOguna

B 1998 romy ucronHunock 15 et ¢ Toro
JIHS, KOTJIA B KITMHUYECKYHO IMPAKTUKY BOILIENT
JIMATHOCTUUeCKMi1 KoprotieHTes. B 1983 romy
F.Daffos u coagr. | 1] coobumu o npensap-
TeJILHBIX pe3yinbTaTtax 53 ciyuyaeB MyHKIIWK
TIYMOBHMHBI MOA KOHTpoNeM 3xorpadpuu. Dta
TIyOMMKALIMS O3HAMEHOBAJIA HOBBIM STATT pa3-
BUTHA TIpeHATANIBHOM IMAaTHOCTHKH, TTOCKOJTb-
Ky OBLIa [TOCBAILIEHA METO/LY, MTO3BOIAOLLEMY
TIPHUOTK PEITE TAMHEI BHYTPAYTPOOHOM JKU3HH.
Huxkaxoii npyroii GrostoriueckKuii MaTepya,
OyIIb TO OKOJIOTIIOHBIE BOJIBI MJTH TKAHB I171a-
LEHTHI, He IaeT TAKOTO KoJIMuecTBa MH(popMa-
WM O TUTo/le, KaK KpoBb. [IpeHaTanbHOe Ka-
PUOTUITUPOBAHUE, TMATHOCTUKA MOHOTEHHBIX
3a00J1eBaHNI, BHYTpAYTPOOHOr0 MHH(PULIMPO-
BaHHA, UCCIIEIOBAHWE KMCIIOTHO-1LENIOUHOIO
COCTOSTHUA, TeMaToJIOrHYeCKOro M OMOXMH-
YeCcKOro CTaryca Iuiofa — BOT HETIOHLIN [ie-
peYeHb BO3MOXKHOCTEH IUATHOCTHUYECKOTO
KOpIOLIeHTe3a B HalllK JHH [2—4].

IToMrMMO AHATHOCTHYECKMX TTYHKLIMI ITy-
TMOBUHBI B KJIMHUYECKOH IMPAKTUKe UCTIONb-
3YIOTCS U JIeueOHBbIe KOPIIOLIEHTe3bl, KOTOPhIE
JIETJIA B OCHOBY BHYTPHMYTPOOHOM TeparmiH
TJ10J1a — COBEPILIEHHO HOBOIO HAMpaBieHWd
B chepe TIpeHATATBHBIX HCCHeIOBAHMIA,

KopnoieHTes cunTaeTcss Haubomee CIroxK-
HBIM, C TOUKH 3peHHS aKyllepa, MeTOOOM
MpeHaTaAMTbHON JHATHOCTUKH, HO HEPEIIKO
KpOBb ILIOAa SABIdeTCs] eUHCTBEHHO BO3-
MOKHBIM MATe PHAJIOM JII YCTAHOBJIEHIS U~
arHoza. Bo MHOrHX cTpaHax Mupa B HACTOSI-
11ee BpeMs MpeHaTalbHasl CIyK0a rmocTpoe-
HA IO TPHHLMITY «OT IPOCTOrO K CHOXKHOMY».
Xopollag OCHALEHHOCTE TeHeTHYeCKHX Jla-
OopaTopii M YeTKas CTPYKTYpa OpraHu3alun
TMO3BOJISIIOT pelllaTh OCHOBHBIE MTpo0Jie Mbl
TMpeHATATEHON IUATHOCTUKH € TTOMOIIIBIO
TeXHWYeCKHU Oonee MpocThiX W 0e30MacHbIX
MeTOJIOB, TAKHUX KaK aMHHOLIEHTe3 U acIipa-
1151 BOPCUH XOpHoHa/rateHTsl. Ha ocHoBe
TIIATEIBHOTO AHAIN3A JAHHBIX MYJIBETULEHT-
POBBIX UCCIIEIOBAHUIA, ITOCBSIIEHHBIX HHBA-
SUBHBIM METOJIAM JIHATHOCTHKM, HA rocyuap-
CTBEHHOM YPOBHE pa3paboTaHbl periiaMeHTH-
pyoIIHe JOKYMEHTHI IO MX MTPUMeHEHHI0, CO-
IMacCHO KOTOPBEIM KOPHOLEHTE3 MOXeT
IMPOBOJIUTHECY TOJIBKO B CITeLHAIM3HPOBAH-
HBIX MePUHATATBHBIX LIEHTPaX 1o CTPOro OIl-
peneneHHBIM MoKa3aHusM. [1pu Takok cuc-
TéMe OpraHu3allMM CITy>KOBl BO MHOTHX CTpa-
HaxX KOpJIOLIEHTE3, €CTeCTBEHHO, COCTABIIIET
OTHOCHTEJTEHO HeOONBIIYIO YacTh OT BCeX HH-
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TaGmuua 10.1. CooTHolLeHWe pa3nnyuHbLE BUA0E MHBa3WBHEIX AMarHOCTUHECKUX NpoLeyp B HEKOTOPLIX CTpaHax

EBponk
CrpaHa KoppoueHres, % ArHUoOLEeHTES, % MNnavueHToueHTes/
acrMpaLys BopcuH xopuora %o
EBensrus 3,2
BenuvkobpuraHus <1,0 89 11
MenaHma 0,6 921 7.3
Uranua 15,0
HupepnaHop 0,97 79,73 19,3
Moptyranus 3,0
LLeelLapus 0.5 60,7 38,8

BA3MBHBIX IMarHOCTHYECKWX BMEIIATEILCTB
(taGo. 10.1) [5].

B Poccun B HacTosIIee BpeMs, K COXa-
JIeHHIO, 00Iad KOHLIETTLIHA pa3sBUTHA CITYXK-
OBl TpeHaTANBHON JHATHOCTHKH OTCYTCTBY-
€T W, COOTBETCTBEHHO, HeT eIMHBIX 3aKOHO-
JaTe/IbHBIX JOKYMEHTOB ITO MHBA3HBHbBIM Ma-
HUTTYIAUMAM TIpH GepeMeHHOCTH. [TpeHa-
TanbHAsl AMATHOCTUKA Pa3BUBAETCS CTUXHiA-
HO, UHBA3WBHBIE MPOLIEYypbl OCBAMBAKOTCS
TOJIBKO BpauyaMH-3HTY3HACTAMM, 4 KOpIo-
LieHTe3 MPOBONUTCH JIMILE B HEKOTOPHIX JIH-
ATHOCTHUYECKUX IeHTpaX, rosToMy 0000-
LIeHHBIX CTATUCTUYECKHX JAHHBIX He CYIIe-
cTByeT. B oTeuecTBeHHOI nuTepaType HMe-
[OTCH OTHEeNMbHBIE MyOIMKaI[K, MOCBSIEeH-
HEBI€ TPEHATATBHBIM HHBA3SHBHEBIM TIPOLIETy-
paM ¥, B YaCTHOCTH, KopaouieHTe3y. Cormnac-
HO TOCNEeIHUM OMyOJIMKOBAHHBIM JAHHBIM,
HauOOBIIMe CeprH TTYHKIMI TTYTIOBHUHBI
ObLH ripoBeeHsl B HUU akyluepersa v ru-
HekoJjiorud uM. J1.0.0Otrta (Cankr-Iletep-
Oypr) u B LlenTpe npeHaTaTbHOIM IUATHOC-
THUKH NPHU KIMHUYECKOM POAMILHOM JIOMe
Ne 27 (Mocksa). B HHHM AT ¢ 1987 o 1997
r. 6eU10 KaproTunpoBaHo 2580 1iomos,
IIPH 5TOM KPOBb CIIYKWUJ/IA MarepHaIoOM JUIi
yccreioBaHud B 253 cinyuaax (9,8%) [6]. B
LI ¢ 1990 o 1998 r. 6p10 obcnegoBaHO
1219 mofoB, AMArHOCTUYECKHI KOpIOLIeH-
Te3 poBelieH B 522 ciy4dasax (42,8%) [7].

PasButHe ynbTpa3sByKOBOM TeXHWKH, TI0-
BBIIIEHHE KayecTra 3XOrpagyecKom auar-
HOCTHKH TIPHBEH K BO3PACTAHUIO HHTEpeca
MpakTHYECKUX Bpaueil K KOpPAOLIEHTE3Y.
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KpoBb, KdK 3epKalio, OTPAXKAET BHYTPHUYT-
poOHOE COCTOSIHME TUIONA, TIO3TOMY YMEJIOe
WCITONb30BAHKE MYHKIIMH MyTIOBHHBI B K/TH-
HHMYECKOI IMPAKTHKe OKA3bIBAeT CYIIIECTBEH-
HYIO TIOMOILb B PEIIeHUH CAMBIX CIIOXKHBIX
34744 JIOPOIOBOM JUATHOCTHUKH.

HCTOPHYECKAS CITPABKA

JlocTyTl K cHcTeMe KpoBOOOparieHus!
mroga ObUT OTKPHIT B 1964 romy, xorma
V.Fredau K.Adamsons BriepBbie OCyIlIeCTBH-
JIM BHYTPHUYTPOOHOE 3aMEHHOE I1e peJiiBaHue
KPOBH, UCTIONE3YY TUcTepoToMUto |8]. 3Ha-
yuTenbHO moske, B 70—80-x rogax, mpe-
TIPUHUMAJHCH TIOTILITKH CETION MyHKLHH
TUIALeHTHl C LeJbIo MoJMyYeHUd TIoAHOMN
KPOBH U4 BBIABIEHUS TeMOTTTOOMHOITATHIA,
HO KOHTAMWHALIMS MaTepHHCKHMH KJIeTKa-
MU focTutana 76—78%, 4To cyliecTBeHHO
B0 HA TOUHOCTh JUATHOCTHKH |9].

C pasBUTHEM BOJIOKOHHOI OITTHKH Y HC-
clieioBaresieil MosIBUIACE BO3MOXHOCTh BH-
3yanr3aiii COCYI0B IUTALIEHTHI M ITYTTOBHHEI
U UX TYHKIWKU C TIOMOIIBIO TpaHcaOmoMK-
HanbHOM (detockoruu |10, 11]. Broiots o
Havaya 80-X rofaoB 3TOT MeTO/, MPUMeHATA
JUIS AMATHOCTHKH [eMOTITIOOWHOIATHIA, HO
LIMPOKOTO PACIpOCTPaHEHUS OH He TTOTYINT
B CB43M C OrpaHUYeHHUEM CPOKOB IpHMeHe-
Hu (Oonee 24 Hell) U BBICOKWUM PHUCKOM OC-
JIOXKHeHWU JUTA MaTepH | rutoaa. Yacrora rmo-
Tepb IUTONOB, HETTOCPEACTBEHHO CBSI3AHHAS C
TIPOLIEIYPOI, B TIEPBBIX CEPHAX MCCIEI0BA-
HMi1 cocTansia Oostee 10% [12], B mocnemy-
formx — 6onee 5% [13, 14].




KOBP/JOIEHTES

[1IvpoKoe BHepeHIE B KJIMHUYECKYIO aKy-
LIEPCKYIO MPAKTHUKY YIETPA3BYKOBOIO METOMA
TIO3BOJIMJIO OTKA3aThesl 0T Hes(p(eKTUBHOM
CJICTIOi IYHKIIWHK IJIALEHTH K TPABMATHUHOM
¢eTocKkoNMMM ¥ MONMYYaTh YMCTYIO TUIOMHYIO
KPOBB HETTOCPEJICTBEHHO U3 IMYTTOBUHEI.

B 1982 romy J.Bang v coasr. | 15] cooOuiu-
JI O BO3MOXHOCTH TyHKIIUU BHYTpUTIeUE-
HOYHOTO OTHeNa BeHbl TTYITOBUHBI TMOJ, YJIBT-
Pa3sBYKOBBIM KOHTpoJieM. OHU IMpUMeHMITH
3TY MAHHUTTYJIALHIO € JIEUeOHOM LEeJThIO — JUT4
TMpoBefieHUs TTepeJTMBAHMS KPOBH MPH TSKE-
oM Rh-xkondmikre. IlproputeT BHeApeHUAS
B KJIMHHUYECKYIO IMPAKTHKY IMyHKLIMH COCYIOB
TNYIMOBUHEI ¢ IUATHOCTUYECKOM LENBIO TTPH-
HAUTEXUT ApyruM aBtopaM. B 1983 rony B
aMepUKAHCKOM XYypHale «AKYIIepcTBO U
TUHEKOJIOTHSI» TTOSIBUJIOCH COOOIIeHHE
F.Daffos, M.Capella-Pavlovsky u F.Forestier
«HOBBIIT METOJI BHYTPHUYTPOOHOIO ToJIyyve-
HM¢ KPOBH TUIOAA: TIpEIBAPUTENLHEIE pe-
3yAbLTAThI 53 ciayuaen» |1]. OmHOBpeMeHHO
POOMIIOCH M HA3BAHWE MEeTOIA — «KOPIOLIEH-
Te3», TO eCTh «ITYHKIIMA ITYITOBHHBI». ABTO-
PBI UCIIOJE30BAJIM YPECKOXKHYIO MyHKIIHIO
COCYIOB MYTIOBUHBI CMTMHANIBHOM urnoi 20G
TIOJ, YTETPA3BYKOBBEIM KOHTPOJIEM — MeTOTH-
KY, KOTOpasd IIHPOKO MPUMEHAETCH B KITMHW-
YeCKOM MpakTHKe U IO cell JIeHb. YKe B Iep-
BBIX CEPUSIX MCCIeIOBAHMIA, pe3yIbTaThl KO-
TOPBIX OBUTH OTTYOJMKOBAHBI 2 TO/IA CITYCTS
| 16], BBIsSICHMIIOCH, YTO 3 (peKTHBHOCTD U
6e30MacHOCTh METOJIAa 3HAYHUTETbHO MPEBOC-
xomuT heTockomnuio. Hamprmep, mo JaHHBIM
aBTOPOB METOJIA, YACTOTA MOTEPH IUTON0B CO-
craBisia Toneko |,8%, Bkmovas 1% BHYT-
puyTpobHoit rmbemm 1 0,8% camMonpous-
BOJILHBIX MpepbIBaHii OepeMeHHOCTEM. Ta-
K1M 0OpaszoM, B Hauase 80-X ro/1loB HaYaIach
HOBas 5pa B IIpeHaTaIbHOM JMArHOCTHUKE, HO
JIO CHX TIOp BHYTpHYTpOOHaA XH3Hb IJ10/1a
ocTaeTcsd BO MHOTOM 3arafiloyHoi 1 HeoObsIC-
HUMOIA.

ITOKA3AHUSA K IMTPOBEJEHHIO

KOPIOLIEHTE3A
Ha Kakue e BOIIPOCH! Bpay MOXeT ITOJTy-

UUTH OTBET, TIpeiaras MaleHTKe KOpao-
uenTe3? Kakue 3aboneBaHsi MOTYT OBITb 1~

ArHOCTHPOBAHBI € TIOMOILIBIO 3TONO MeToa?
Kakuie nNpyHLHITEL JIEXAT B €ro OcHOBe?
OnHoit U3 rMaBHBIX 330349 UCCIIe OBAHMA
KPOBM TUTOfIA SIBJISIETCS] M3ydeHHe KapruoTH-
na. JlumdounTe! 0651a1a10T CIOCOOHOCTHIO K
OBICTPOMY JIEJIEHHIO, YTO CO3MAET YCIIOBHA
JUTA TIOMY4YeHUA LIMTOreHEeTUYeCKOIro OTBeTa
yepe3 48—72 yaca. Xopollo U3BECTHO. UTO
KApUOTHIT TUIOHA MOXHO OTpe/IelTUTh ykKe B
nepBoOM TpUMecTpe OepeMeHHOCTH Ha MaTe-
pyasie XOpHoHa WK TO3XKe Ha KJeTKax, co-
JIepXKAIIAXCS B AaMHHOTHYECKOI XKHAKOCTH,
HO aHaIu3 KyJIbTYphl TMMQOLIMTOB TIyTIO-
BUHHOM KPOBHM MMeEET psijl CYLIeCTBEHHBIX
npermyiects [17, 18]. Bo-repBbix, mMdo-
LIATHI 0BJIATAKOT BEICOKON MUTOTHUECKOI aK-
TUBHOCTBIO, UTO JaeT BO3MOXHOCTH U3yJeHUs
OonBIIOro KojmdecTBa MeTadha3HbIX TACTH-
HOK M TTPUMeHEHUS pa3TMYHbBIX METOIOB 1~
(hepeHIMPOBAHHOIO OKpPAIIMBAHUA XpOMO-
COM, KOTOpO€E He BCeraa BO3MOXKHO TIPH M3y-
YeHWH TIperapaToB XopuoHa. Takoii momxos
NO3BOJIET U3YUHTE BCe HIOAHCHI CTPOEHUS
XPOMOCOM, YTO KpaiiHe BaXHO 18 YCTAHOB-
JIeHUsI TIPABUJIEHOIO KJIMHWYECKOTO JIMArHO-
3a. Bo-BTOpPBIX, KPOBE TTOAA — 3TO HCTHUHHAS
TIIOOHAA TKaHbB. B oTmiiune oT Hee KIeTKI XO-
PHOHA M AMHMOHA ABJIAIOTCA TTPOH3BOAHBIMKA
BHE3APOIBILLIEBOM 3KTOAEPMBI M B HEKOTOPBIX
CITYJasix KMeIoT Habop XpOMOCOM, OTTHUHBII
OT TUTOAHBIX KJMeTOK. B-TpeThHX, TipH TIpoBe-
JIEHWH TPEeHATATBHOTO KapUOTUITHPOBAHUA
HccneoBaHle KpOBH JIaeT SHAYUTETBHBIN BbI-
WTPHILI TI0 BpeMeHH TI0 CPABHEHHIO ¢ HCCIe-
JIOBaHWeM aAMHHOTHUECKHX KJIETOK.
KonuecTBo mokasaHHii K KOpAOLeHTe-
3y oueHb BenuKo (Tabu. 10.2). Kposb miona
— 5TO JIUILL MATE pHAJT JIJTA U3YUEHUA, a ITyH-
KIS TTYTTOBHHEI — JIMIITB METO/I €T TIOMye-
Hus1. YeM cTpeMUTeNTEHee pa3BHUBACTCSI TeHe-
TUKA, BUPYCOJOTH4, reMaToNIorusd, Hayka B
enoM, TeM 6oJiee BocTpeOOBAHHBIM CTAHO-
BSITCSI MHBA3WBHEIE MPOLIEAYPBI B TIPEHATATb-
HOM [epuoJie W, B YACTHOCTH, KOPJIOIIeHTe3.

Ioporxu pazeumus nioda u sxoepagpuneckue
mapkepol xpomocomustx abeppavuii. OTHAM
W3 OCHOBHBIX TIOBOIOB K TIPOBEICHWIO KOp-
JIOLIEHTEe3a CITYKAT AHOMATWI PA3BUTHS TLTO-
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Ta6nuua 10.2. MNokasaHns K auarHocTUHeckomy 1 neueGHOMY KopAoLIEHTe3y

AuarHocTvyekHin
KopaoueHTe3
BLICTpOE KapuoTUNupoBaHue

JnarHocTvkKa MOHOMEHHLIX
3aboneeaHWii Mnopa

COCTOAHUA Nnoaa

JeyeGHblii KOpooLeHTes
BHYTpUyTpOGHHIE NepenveaHns
BHyTpuyTpOGHOE BEESEHWE NeKapcTs

[NopoKKW paseuTva nnoga

Ixorpadryeckme Mapkepbl XpOMOCOMHBIX aGeppaLiii
MoszanLmam, nony4eHHeIld NpY NCCneaoBaHu BoL/ MNaueH s
HeycneluHocTs NpefsIayLUerc LWTOreHeTUHECKoro aHanmsa
TpaMUMOHHEIE MOKa3aHus K NpeHatanbHOMY KapuoTUnnpoBaHuIo:
— BO3pacT GepemeHHol >35 neT,

- poxpeHue B aHaMmHese pebeHka ¢ XpOMOCOMHOM naronorveli,
- XPOMOCOMHAS TPaHCNOKaLMS Y OOHOIo U3 CYNPYroe,

— OTKNOHEHWS CHIBOPOTONHLIX MapKepOoB KPOBU MaTepw
MeTtaGonuyeckne HapylLleHns

(hbepmeHTONaTUK

BpoxpeHHule zabonesaHus KpoBun

Jpyrvne moHoreHHele zabonesaHns

JAwvarHocTuka BHYTPWYTROOHBIX Tokconnasmos
MHpEKLMIA LivTomeranoBnpyc
KpacHyxa
MNapeosupyc B19
Varicella zoster
ARROUMMYHW3ALNA Rh-kondnmkT
M ayTouMMyHU3aLwma Movonatnyeckan TpomGouMToneHnyeckas nyprypa
MaydeHre BHYTpUYTpoBHOro 3apep¥Ka BHYTPUYTROBHOIO pasBuTis

MNpenapartel KpOBU
AHTVapUTMUYecKre npenaparel

A, BRISBIEHHEIE MPpU 3XorpadUuecKoM ob6-
cnefpoBaHuu. [Ipu HATMYHMK TOPOKOB pa3BU-
THS U 3XOTpaprUecKrX MapKepoB XpOMO-
COMHBIX abeppauuii TpebyeTcd abCOMOTHO
TOYHOE 3HAHHE KapHOTHIIA IUTOMA, TTOCKOJb-
KY BO MHOTHX CITyYasx UMEHHO IIUTOTEHETH-
YeCKM OTBET OKOHYATENbHO OTpedesisier
TAKTHKY BelleHWd OepeMeHHOCTH M CI1oco0
poropasperieHud. B cpeHeM npu HATUYUH
sxorpapuuecKrux HU3MeHeHUI y Ioaa rnpu
MpeHATATLHOM KAapUOTUITMPOBAHUM YAAETCS
BBISIBUTH OT 18 110 35% rpyOBIX XpOMOCOMHBIX
abeppaumii | 19—22].

ITo manueM D.Costa v coasr. [23], y ruio-
JIOB, KAPUOTUITMPOBAHHBIX TTO TAHHBIM YITBT-
Pa3sBYKOBOTO MCCIe/lOBaHUS, BRISBIsieTCs 18%
XPOMOCOMHBIX abeppalyid, ripu sTom 8,4% —
IPU M30JTMPOBAHHBIX CTPYKTYPHBIX AaHOMAITH-
X, 8,6% — npu axorpadHuecKUx Mapkepax
XPOMOCOMHBIX abepparmii 1 50% — mpu MHO-
JKECTBEHHBIX MOPOKax pasBuThs. [10 JaHHBIM
5THX ABTOPOB, MPH U30JIMPOBAHHBIX AaHOMAIIH-
AX HauOoMblIlIee KOJMYECTBO XPOMOCOMHBIX
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abeppaiiii JUarHoCTUpyeTcs TpH HEMMMYH-
HOM BoJisiHKe Tutoa (37,5%) v Npy BpOXIeH-
HBIX TTopoKax cepaua (33,3%). Ipu nopokax
PasBUTHSI MOYETIONIOBOM CUCTEMBI YACTOTA BbI-
SIRJTEHUS TTATOJIOTHI XPOMOCOM CYIIECTBEHHO
HIKEe U CoCTaBgeT 3,3%, a rpu MopoKax LieH-
TPATBHOI HEepPBHOM cHcTeMbl — 7,1%.

[Tpu MHOXECTBEHHBIX IMOPOKAX PAZBUTUS
TIPH HATMYHUH ABYX AaHOMAJIHI YACTOTa XPOMO-
COMHBIX abeppaLiuii, TI0 JAHHBIM 3THX MCCITe-
JloBateliel, coctapnger 33%, pu Tpex — 57%,
MpH YeTbipex — 67%. BTH IMoKa3aTeau coroc-
TABUMBI C JAHHBIMU JIPYTHX MCCIIeA0BaTeNeit
[24—29]: 14—17% — nns Bcex aHOMANHIA, 2—
11% — 19 M30JIMPOBAHHOM TTATONIOTMH, 29—
36% — TSI MHOXECTBEHHBIX ITOPOKOB pasBH-
U8, 2—8% — N sxorpapruecKX MapKepoB
XxpoMocoMHBIX abeppanuii. CormacHo cob-
CTBEHHBIM pe3yBTaTaM HCCIIEIOBAHMIA, OCHO-
BaHHBIM HA MHOTOJIETHEM OITbITe ITPMMEHEHUS
HHBA3UBHOW IMpeHATAJIBHOM JHATHOCTHKH,
YacTOTa TPyOBIX XPOMOCOMHBIX abeppalinii
TUTOJIa TOMBKO TIPH HATMUKMM 3Xorpadiyuec-




KOPJOIEHTES

KHX OTKJIOHEHHI cocTarnger 15,2%, a npu
COYETAHMU BXOrpapuyecKrX aHOMaIUi ¢
npyrumu akTopaMu pucka — 21,6% [22, 28].

JlaHHBIe YTbTPa3BYKOBOTO HCCIIE0Ba-
HHS — OIHO M3 HEMHOIMX abCOMOTHBIX IMO-
KazaHuil K KopaoneHTesy. BaxxHocTh Hechie-
JIOBAHH A UIMEHHO KPOBH IUTOJA IMPH HATMYWUH
sXorpadUIecKiX OTKJIOHEeHH  TUTo/1a yoemu-
TeJTbHO JeMOHCTPUPYeT KIHMHUIeCKUii mpu-
Mep M3 MPAKTUKK HALLIEero LieHTpa.

ITTayuenmka C., 36 aem, 6ulia Hanpaenena
6 YeHmp HPeHAmanbHoll QuaeHoCmuKl 6 32 neo
bepemennocmu dis ymouHeHus MaKnuKy oans-
Heliezo 6e0eHUs 6 CEA3U C HANUYUeM HeUMMYH-
HOU 600anKU naoda. bepemennocme wecmas,
npedcmosiqie podst mpenivll. B anamuese poxc-
deniue deyx 300poewix demeil U MeouyuHcKue
abopmul.

ITIpu ynbmpazeykoeom uccnedosani € Jeem-
CKOU KOHCYAbMAUUL 60 MOPOM HpUMECHIpe
OMKAOHENUIL evisienero He Ouino. 1lpu noemop-
Hom uccrnedosanuu 8 29 ned ommeyeno nosiene-
HUe acyuma u Hapacmarniie MHo20600Us.

1Ipu ynompazeyrkoeom uccaedosanu 6 Ilen-
mpe npeHamanvholl OUAZHOCHUKU OOHApYdice-
HO pe3Koe yeauteHue pasmepoas Heusoma nio-
da 2a cuem acyuma, NOOKONCHBIL OMeEK, MHO-
20600ue, omex naavenmol. CIpYKMYpPHbIX alo-
Manuil, € MOM Ylicie NopoKa cepoya, 6bi61eHO
He ono. Nannvie donnaepozpaghuu u kapduo-
MOKOZpapuu Haxo0unlcs & npedenax HOpmsl.
buvio pexomendosano npenamaivioe Kapuo-
munupoeaiue dis pewenus 60npoca oaviell-
et maKmuKu eedenus.

B cesm3u ¢ suipadicennbim MHO20600ueM Hpose-
cmiut kopdoyermes He yowioco. Kapuomun nioda
onpedeien Ha Mamepudaie niayenmst — 46, XY.

Muumuieas nacmosmenohoe Jceaanie cemoll
HPONOHZUPOBAINL DEPEMEHHOCIY, HOPMATLHBIIL
KApuomun, omcymcineue nopoKog pa3euimus,
cpoke 34 ned bvuia Hawama mepanus OU20KCU-
Hom. K 36 Hed nonyuen noaodcumensiblil sgh-
exm: noumu noanoe ucuesHosenue acyuma,
YMeHbiUeHe ROOKONCHOR0 OMEKA U MHOROBOOUS..
B cpoxe 38 ned npousouinu camonpouseonvivie
podel 6e3 ocroxcnenuit. Podwics manvuui mac-
colt 3450 2, daunoit 50 em ¢ henomunuveckumu
npusnakamu curndpoma ayna (nonepeunas
CKAAOKA HA AAOO0HU, MOH2OAOUOHBLEL paspes 21a3).

1Ipouseedero noemoproe KapuOmMUnUposanue.
Kapuomun nosopoxcoennozo 47, XY, + 21/40,
XY 6 coomnowenuu §2/12, mo eemuv evisierena

Mozauunas hopma cundpoma Jayna c npeobna-
darivem abeppanmuozo KioHd Kiemok.

Mozauyusm. Heycnewmocmo npedoidywezo
wumoeenemuyeckoeo anaausa. Il pyiBeneHHbII
BBIIIIe KIMHUYECKAH TpuMep yoeauTensHO
JIOKA3bIBAET, YTO B HEKOTOPBIX CIIyvyasx Ka-
PUOTHII, TIONYUEHHBIHM HA MaTepHae OKOIo-
TTOAHBIX BOJ M IUIAIIEHTHI, MOXKET He OTpa-
JKaTh B TOYHOCTH KapuoTwt rutoaa. [pu rpo-
BEJIEHVH LIMTOT€HETHYECKOr 0 AaHATN3a HA Ma-
TepHase XOPHOHA/TINALIEHTHl UCTIONb3YIOTCH
KJIETKH ME3€HXWMBI, OONAIAOIIHE CTIOCO0-
HOCTBLIO K AKTUBHOMY JeJIeHUI0. DTOT BUJ
KJIETOK 1O TIPOMCXOXIEHWIO OITM30K K KJIeT-
KaM TUTO/IA, MOCKOJIBKY B IpolLlecce paHHETro
sMOpHOreHesa KJIETKH Me30/ie pMabHOI
CTPOMBI TIPOMCXOIST M3 STTUOIACTA, KOTOPHBIiA
noszxe opmupyet sMOpuoH. TpodobnacT B
npoiecce 3MOpHoOreHesa paHo obocobnger-
¢ oT 3MOproGacTa, B CBA3K € YeM B HEM
MOTYT BOBHUKHYTH COMATUYECKIE MYTAITHH,
MPUBOISIIIHE K 00pa30BaHUIO B TUIALIEHTE
abeppaHTHBIX KJIeTOYHBIX KiaoHoB |30, 31].
MosanumsM, orpaHUYeHHBIN MIaLeHTOH,
ABIMETCH MCTOYHHUKOM JUATHOCTHYECKHMX
OIIMOOK, ecJTA He TTPOBOANTCS YTOUHSIOIIee
HcCTie/loBaHNe HAa MaTeprale KPOBH.

bepemennaa K., 30 nem, obpamusacse ¢
lenmp npenamanvhoi duaznocmuru ¢ 9 ned
i onpedenerus noAa nAo0d 6 Cés3L ¢ HanuYL-
em mpex odnonoavix demeil ¢ cemve. Bee demu
300pO6HL, PA3GUBAIOMCS HOPMIBHO.

Lipu sxoepapuneckom uccaedosanutt namo-
Aoeuu evaeaene ne Gono. llpouseedena
MPAHCABOOMUHAABHAS ACRUPAYUST BOPCUH XO-
puona. Humozenemuueckuil pezynvman: 40,
XY /47, XXY /48, XXXY / 49, XXXXY 6 coom-
nowernuu 49% / 35,5% / 11% / 4,5%, mo ecmo
obuapyxicena mozauunas gopma cundpoma
Kaaiingpenvmepa npu namonoz2useckom KAoHe
Kaemok 51%.

1locae nodpodnoit KoHcynbmaruu 2eHemuKd
CeMbsi peuiia NPOAOHUPOBamb OEPeMEHHOCb.
B cpoke 21 ned bwin npouseeden kopdouennes u
HOAYHEH PE3YALIMAmM, COOMBEMCMEY WU HOp-
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MAAGHOMY MYdCCKOMY Kapuomuny — 46, XY.
bepemennocme 3axonutuiacs podcoeruem 300po-
6020 manviura eecom 3850 2, pocmom 54 em.

CornacHo JaHHBIM JIUTepaTypbl, OrPaHU-
YeHHbIH ITTALEHTAPHBIIT MO3AHULIM3M BEIABIISA-
etcst 6onee yeM B 2% ciydaeB [32—34]. UcTH-
HBII MO3aULIM3M, TO €CTh TPHUCYTCTBHE aHO-
MalbHOTO KJIOHA KJIeTOK B TKAHSX TU100a, —
JIOCTATOYHO pelKoe SIBJIeHHEe, B Cpe/IHEM
BeTpevaronieecs B 0,3% Habmonenuit [35].
Mozaui3M, OrpaHHYeHHBIA TTALIEHTOM, CYy-
1IeCTBEHHO He BAWSET HA TPOTHO3 JIJIS XKM3-
HHU W 300POBBSl, HICTUHHBIIA MO3ANII3M MOXET
MPUBOJIUTE K 3a/epXKKe YMCTBEHHOIO pasBy-
THA WK APYTUM HApYLIEHHAM.

SBNeHU MO3auIIM3Ma MOTYT HAOMIONAaTh-
Cs1 ¥ TIpPY aHa/M3e KJIeTOK aMHUOTHYeCKO#
KUIKocTH [36]. B cocTaB 3THX KJIETOK BXOIST
KAaK MCTMHHO TUIOHHBIE (CIYIEHHBIE KIeTKH
KOXMH), TaK W KJIETKH, OTHOCHII[HECH K AMHHO-
TUUECKOMY 3TATeNHI0. COOTBETCTBEHHO, 00-
Hapy>KNBAEMbII1 MO3aMII13M MOXET OTpaXaTh
KAaK TKaHEeBOM MO3aWLIU3M TUT0MA, TAK M MO-
3aULM3M aMHUOTHYeCKHUX oboJiouek. Tlpu
JUIUTEJIHOM KYJIbTUBUPDOBAHWU BO3MOKHO
BO3ZHUKHOBEHME U MCeBIOMO3aUII3MA, CBSI-
3aHHOTO ¢ 0COOeHHOCTIMH PAa3BHUTHA KJIIETOK
BKyJAbTYpe [36]. YacToTa MO3au13Ma, oTpa-
JKAKOLIErO XPOMOCOMHBIN CTATYC TUIOAA, He-
Benuka M cocrapnsger 0,1-0,7% [37]. YacTo-
Ta TMCeBIOMO3aUIM3MA CYIIIECTBEHHO BBILIIE,
M 9T0 SABJIeHHEe MOXKeT ObITh MCTOYHUKOM JU-
ArHOCTHYECKMX OLIMOOK [38].

[luToreHeTnueckoe UccCieIOBaHKE Kiie-
TOK aMHUOTHYECKOM XWIKOCTH WU XOPHO-
Ha/TIaleHThl MOXeT 3aKOHUYUTHCH Heyaaueil
M noTpeboBaTh aHaTHM3a KPOBU oA TPy
KOHTaMHHAIIMH MaTepHalia MaTepUHCKUMKA
kneTkami. [IpriMech MaTepMHCKHMX KJI€TOK
obHapy:KrBaeTcsd B 00pa3siic BOI HEYACTO — B
0,49—-0,84% cnyuaesn [37, 39]. Puck KoHTa-
MMHAIIMM MAaTepUHCKUMU KJIeTKAMM T1peria-
paToB XOPUOHA/TINAIEHTH CYIIECTBEHHO
BBIIIE M COCTABJISIET T10 HEKOTOPHIM JAHHBIM
6,4% |39]. CTaHOBUTCSI OUEBMIHBIM, YTO JIO-
CTATOYHO OOJIBIIOE KOJHYECTBO TMALMEHTOK,
MPOLIEINX AMHUOLIEHTe3 W acTMpariyio
BOPCHH XOPHMOHA/TUIAIIEHTHI, HYXIAeTCH B
YTOUHEHWH MPEeHATAILHOTO [IUTOTeHeTHIEeC -
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KOro AMartosa v tpedyet obcneoBaHMS €
NpUMeHeHHeM KOpIOLIeHTe3a.

Tpaduuuonnvie noKa3anuA K HPeHAMAABHO-
my kapuomunuposaruro. K TpagiiimoHHBIM
TMOKA3aHUAM K MPeHATATBHOMY KApHOTHITH-
POBaHUIO OTHOCHTCH: BO3pacT bepeMeHHOMN
CBbIlLLIEe 35 J1eT, poXaeHne B AHAMHe3e pebeH-
Ka ¢ XpOMOCOMHOM IMTATOJIOTHEH, XpOMOCOM-
Has TpaHCIOKaILMs Y OJIHOTO U3 CYIIPYIOB,
U3MEHEHH! ChIBOPOTOUHBIX MApKEpPOB Kpo-
BH MaTepH. Bo MHOTHMX KIMHWKaX MUpa TIpH
HaJIMYMH TIepeurcIeHHbIX (aKTOpOB pHCKa
KApUOTUITMPOBAHUE IPOBOAMTCS HA OCHOBA-
HUM KCCIIEIOBAHNUA MaTepuana riaaleHT s/
XOpHUOHA WK Bol. KOpHOLIEHTE3 B ITHX CITY-
yasix TIpUMeHsIeTCsl JIUIIL MPH TTO3aHeM 00-
paleHUH NalMeHTKH K Bpady. MckmoueHue
COCTABJIAET TOJIBKO TaKO€ IOKAa3aHUe, Kak
XPOMOCOMHas IMepecTpoiKa y OTHOTO U3 CYII-
pyroB. TOUHBIN AMATHO3 B 3TOM CUTYAIlH B
OONBIIMHCTBE CIyYaeB MOXHO MOCTABUTH
TOJIBKO TPH AHAJIM3E KPOBM TUIOAA.

B Poccun MHOTMe LIMTOreHeTHKH Mpeji-
TOYUTAOT paboTaTh € KPOBLIO IUIOAIA, TTIOCKO/Tb-
KY 3TO TIO3BOJISIET BO BCEX CITYUASX CAIENIATE ITATO-
TeHeTHYeCcKoe 3aKTIOYeHHe TIPH OTHOCHTEeJTEHO
CKPOMHOM OCHAIlEHWH JlabopaTopud. B Tex
KJIMHUKAX, Te TeXHUKA KOpIOLEHTe3a XOpo-
1110 OCBOEHA, 3TOT MeTO/] TIPAKTUYECKH BBITEC-
HIT APYTHE BUIB MHBAZUBHBIX BMEIIATENLCTB,
TPOBOIMMBIX BO BTOPOM M TPETHEM TPHUMECT-
Pax ¢ HEJBIO MPEeHATAIBHOIO KAPUOTUITUPO-
BaHM#, MOCKOJbKY MPOAOJIKUTENTbHOCTE
MYHKIMW TYMOBUHBI COMOCTABUMA € JIJTH-
TeNMBHOCTHIO IPYTHX TMPOLIeAypP, & YaCTOTA OC-
JIOKHEHUI MpaKTHYeCKH He TpeBbIlIaeT 5TH
TOKa3aTesn [pyu aMHHOLIEHTE3€e U TUIALIEHTO-
1ieHTe3¢e. Kak yke yIoMHHAIOCE BBIILIE, FICCTIe-
JIOBaHIEe KPOBH TUIONA, TI03BOJIIET JOCTOBEP-
HO CYIHTH O KApHUOTHIIE TTOA U UCKITIOYUTH
OLUMOKM, CBA3aHHBIE C BO3MOXHBIM HECOOT-
BETCTBHEM XPOMOCOMHOr0 Habopa Iioaa, Tia-
LIEHTHI WJTH AMHUOTHYECKUX KJIeTOK.

bepemennas C., 37 nem, nabawdarace
yenmpe npenamanvholl duaznocmuiu ¢ 17 ned.
1lpu ynempaseykoesom uccaedosanuu namono-
2Ull Guls6NEHO He Gblilo, ypoeru anvha-chemon-
POMeUHa U XOpUOHUHECKo20 20HA00MPOnUHA 6
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CHIBOPOMKE KPOBU Mamepu Haxo0ualch 6 npe-
denax wopmol. B ceasu ¢ nacmosmenvhoim Jce-
NAHUEM NAYUCHMKL U ¢ YHemOoM ee 803pacmd &
21 ned nposedeno npenamanvroe Kapuomunu-
posative. Tonyuenw: eopcuriol nnayenmuot. Kop-
douyermes npoeecmu He y0anocs 6 CEI3U C OXCU-
peruem (6ec 106 ke npu pocme 165 cm). Kapuo-
mun naoda 46, XY. lpu dunamuueckom nabnio-
denuu Ixoepaguueckue dannvie U darHvle
QyrkyuonarvHol oyenKu cocmosHus n100a
HaxXo0uAuce 6 npedeaax HOpMamueHoiX 3Haue-
nuil. B cpoxe 39 ned nposedeno kecapeso ceve-
Hue no covemanuro nokazanuil. Podwics mans-
yuk maccott 3900 2, pocmom 55 cm ¢ ¢heromu-
nuveckumu npusHakamu cundpoma Jlayua.
Ilposedeno noemoproe Kapuomunuposanue.
Kapuomun nosopoxcdennozo — 47, XY + 21.

Huaznocmuxa monozennvix 3aboaeeanuii. B
HacToslee BpeMs B MUpe pazpaboTaHbl METO-
JIBI MIPeHATATLHOTO BRIABRIeHU: Gomnee 600
MOHOT€HHBIX 3a00JieBaHHi1, MHOTHE 13 KOTO-
PBIX MOT'YTOBITH IMATHOCTUPOBAHEI Y3Ke BIIep-
BOM TpuMecTpe OepeMmeHHocTH |40]. B Poccrm
OCBOeHA JIMarHocThkKa 20 HO30JIOTHUYeCKMX
dopwm [41, 42]. Bo3aMOXHOCTE pelieHHs BOII-
POCOB HAJIMUMSA 3a005eBaHus yKe BHavase Oe-
PEMEHHOCTH B LIEJIOM YMEHBIIAET aKTyallb-
HOCTb IPUMEHEHMA KOPHAOLIEHTE3a B 3TOH 00-
JacTh. B HEKOTOpPEIX clydasx MpoBefleHNe
TIYHKIIWM MYTIOBMHBI TpeOyeTcst T MOATRep-
XKIeHW MATHO34, ITOCTABJIEHHOTO HA MaTepy-
aJie XOpHOHA B TepBOM TPUMeCTpe WIH MpPH
no3aHeM oOpailleHHUH TAMeHTKH B KIIMHHKY.

[pu HEBOZMOXHOCTH MPOBEIEHUS AHAr-
HOCTHKH B ITepBOM TprMecTpe OepeMeHHOCTH
BBIABJIEHUE TEMOTIIOOMHOITIATHI ¢ MOMOIIBIO
KOPIOLIEHTE3a B MO3HHE CPOKH OepeMEHHO-
CTH OCHOBBIBACTCS HA BBIACIICHMH TIATONIOTH-
yecKuX (opm remormotuHa |19]. OcHoBHOI
¢dopmoii remornobrHa 1toaa, HauuHadg ¢ 8
He, sisnstercst HbF (6-2, 1-2). Y GonbimmHeTBa
3MOPOBBIX IDIONOB B CPOKAX OT 16 1o 24 Hep co-
oTHouleHue B/t coctaniser 0,11-0,05, a npu
TANacCEMMH OHO CTaHOBHTCA MeHbIe 0,02,
I1pu ceprmoBUAHOKIETOYHON aHEMUH TLIO/,
nponyumpyet 0, I, B-S, HO He B-A (ppakiiu.

B cTpykType Koarymonatuii 95% mpuxo-
OATCSE HA reModunnio A ¥ B 1 Ha OonesHb

Bunnebpanaa. TpeHatanbHag IMArHOCTHKA
3TOH IMaTOJIOrMM OCHOBBLIBAETCS Ha pasHHIle
B YPOBHSIX Pa3IUYHBIX (PaKTOPOB CBEPTHIBA-
Hug (VII, 1X v 1.0.) B mnasme y 60JIbHBIX 1
3M0POBBIX TUTOJOB.

Juaenocmuxa enympuympo6noix uner-
yuii. BHyTpuyTpoOHOE MHQHULIMpOBaHKE —
OflHA M3 aKTYaJIbHBIX U 0 KOHIIA HepelleH-
HEIX TIpo0JIeM IpeHATAIEHOM AUArHOCTHKH.
BbIsBIeHHe B KPOBH IL10[a BUPYC-CrieTinu-
JeCKMX aHTHTEN WK HertocpeactreHHo JIHK
BHpYcCa TO3BOJISIeT C JOCTATOUHO BHICOKOI
TOUYHOCTBIO CYIMTE O CTENEHHM HHQHIIMPOBAaH-
HOCTH TIIOZIa M O CPOKAX HACTYIUIEHH] 3a00-
JiepaHus [43, 44|. ToNBKO KOPIOLIEHTE3 TTO3BO-
JIsieT BO MHOTHX CJTyJasiX TIOCTABMTh OKOHYA-
TEJNBHBIN AMATHO3, BBIpaboTaTh MPaBUIBHYIO
TAKTUKY BeJleHUs OepeMeHHOCTH M JIeUeHMA.
[ToapoGHO BONpPOCk! AMATHOCTUKH BHYTPHYT-
pOOHBIX MHQEKIUiI ¢ TTOMOIIBLID AHATM30B
KPOBHM TUIOJIA PACCMOTPEHBI B I1aBe « BHyTpH-
yTpoOHBIe HHDEKIIMHU» HACTOSLIEH KHUTH.

AymoummyHuzanua u a110UMMyHU3AYNA.
AyTOMMMYHHa TPOMOOITMTOTIEHHA BO3HW-
KaeT y IUIoAa B pe3ynbrare MMMYHHBIX TPOM-
bouMTONEHUYECKHUX 3a00NIeBaHNIA MaTepH,
HarpuMep, Mpyu WAHONATHIECKOM TpoMbo-
LMTONEeHNYeCKoii rmypnype. B sTux ciydasx
Uy MaTepH U y 1104 BeisaBsiores 1gG-an-
TUTEJIA K TPOMOOLIMTAM W BBIpAXKeHHAS TPOM-
oorurorieHud. [TpeHaTaneHag JUArHOCTUKA
9TOro 3aboneBaHKs oueHb BaxHa. [Ipu rmpo-
BeZIeHWHM KOPJIOIIEHTEe3a W BRISIBIEHWH MAaTO-
JIOTHH BO BTOPOM TPMMECTpe MOKa3aHbl Tpe-
HaTaJIbHbBIE TIepeSIMBAHKA TPOMOOLIMTAPHOI
MACCHI € TIOMOIL[BIO JIEUeOHOTO KOPIIOLIEHTE -
3a [45] M KOHTPOJIb 3a CTeTeHEIO TPOMOOIH-
ToIleHUH 1uioga [46]. Ecmu mpu KoOHT-
POJTBHOM KOpIOLIeHTe3e B CpoKe 38 Hell BBI-
SBJIAETCS YMEHBIIEHWe KOJIMYecTBa TpoMOOo-
LIUTOB, TIOKA3aHO poAopa3spenieHrue TyTeM
orepalmnM KecapeBa CedeHUs /151 yMeHbIIle-
HHA pHMCKa BHYTPHYEPEITHBIX KPOBOM3IIHSI-
HUiA |47].

KopponenTes cyiecTBeHHO 00J1ervyui pe-
LI€HIE TIPpOOIeMEl aJUTIOMMMYHH3aIN. J1o
BHEJIPeHUS B IIIMPOKYIO KITMHHUIECKYIO MPaK-
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THKY 3TOT0 METOJIa AKYIIEPhl BEIHYKIEHBI
OBLIA CYIUTH O CTENEeHMW reMOJIMTUYECKHUX
MpOILIeCCOB Y TUTOAA OTOCpeI0BAHHO, OpHeH-
THPYSICh HA TUTP MATepUHCKUX aHTHUTE,
aHamMHe3, 3xorpadpMIecKyro KapTUHY U CTIeK-
TPOMETPHUUECKYIO OLIEHKY OMTUPYOHHA B aM-
HUOTHYECKMX Bofax. TOYHOCTb OLIEHKH KOH-
LIeHTpaly 6UTHpyOHMHA B BOAAX TTO METOMY
A. Liley e nipeBbitnan 70%, rpu 3TOM B Cpo-
KW oT 18 ;10 25 Hel TOXXHOOTpUIIATe IbHbBIE pe-
3YJBTATEl COCTARNANM 110 68% [47, 48]. B Ha-
CTosiIIIee BpeMsI OTBETHI Ha BOTIPOCH KOMY,
KOT/Ia, B Kakie CPOKH U B KAKOM KOJIMYeCTRe
MPOBOAMTH TPAHCHYIHIO MOJTYYAIOT HA OCHO-
BaHWHW OOBEKTUBHBIX JAHHBIX 00 YPOBHE Ie-
MorJIoOHHA TII0HA, TeMATOKPUTA, TPYIIIIEI
KpOBH, KOJTMUECTBA PeTUKYJIOIIUTOB U TIpsi-
MOT0 aHTUTJIOGYIMHOBOTO TUTpa [49, 50].

Hzyuenue enympuympobnozo cocmoanus
ntoda. ViccnenopaHiie KpoBH TITOAA TIPH 3a-
JlepXXKe BHYTpUYTpOOHOTO pa3sBUTHS Hepel-
KO TI03BONAeT BEIACHHUTD IMPUYUHY 3TOrO CO-
CTOSHUSA MU, COOTBETCTBEHHO, BbIpaboTaTh
TAKTUKY BefieHus OepeMeHHOCTU. B HOpMe ¢
yBeIIM4YeHUeM cpoka bepeMeHHocTH pO, B
KPOBH TUTOJA TIPOTPeCCUBHO YMEHBIIIASTCH,
pCO, pacteT, a mokasaresu pH ocraloTcs
HEU3MEHHBIMH WJIH HECKOJIBKO CHUXKAOTCH
[2, 51]. B HopMe pH B BeHe IynmOBHUHBI CO-
ctapmget 7,40 £ 0,02, B apTepusIx IMyTTOBUHBI
— 7,32 £ 0,05; nokasaresu pO, B TpeTbeM
TPHUMECTPE B BEHe IMTYTIOBHHBI BAPBUPYIOT B
npenenax 37,6 + 6,5, saprepyn — 23,0 + 10,1;
pCO2 BBeHe — 35,3 £+ 2,8, B aprepun — 45,0
+ 8,0 [2]. I1pu pasBUTHH IUIALIEHTAPHOM He-
nocTatoYHoCTH TToKasateny pH u pO, cHu-
xaloTed, a pCO, yBennunBaetcs. CTEMeHb
THIIOKCHH YeTKO KOPPEeNUpYeT ¢ AlHI030M,
THIIE PKATTHHCH, TUITePIAKTHLIEMHEH H 3pUT-
pobnacto3oM |47, 52]. B Tex cnyvasx, Korjaa
Bpay yBepeH, YTo IPpUYMHA 33JePXKKH pa3Bu-
TUS KPOETC B ITIAleHTAPHOM HeTOCTATOYHO-
CTU (OTCYTCTBYIOT XpOMOCOMHEIE abeppariiu
M BHYTpHUyTpoOHOE MH(MHUIIMpOBAHKE), TIPH-
MEHEHHE KOPOLIEHTe3a UCKITIOUUTETBHO JIUIA
OLICHKU COCTOSTHHA TTJTIO/IA He BCEraa Leneco-
obpazHo. [1pu pemennu Borpoca o0 WHBaA-
3MBHOM BMELIATEJILCTBE B 3TOM KIMHHYEC-

KOW CUTYALINHU Clie/yeT YUUTRIBATH, YTO Yac-
TOTA OCIOXHEHHWH IToC)Ie MHBA3UBHOM IPOo-
LeIyphl TIPH 3ajiepkKe pasBHATHS BBLICOKA, a
moydeHHasi KHpopMallis O rasax KpoBd U
OHMOXMMMYECKMX TTOKA3aTeNIX PeIKo OKas3bl-
BaeT MPUHIUITHAIIEHOE BIMAHHE HA TAKTHKY
BeHeHWd DepeMeHHOCTH. B Tex ciyvasdx, Kor-
Jla HeoOXOIMMO BBISICHUTE TIPUUMHY 3a1ep-
JKKHW pa3sBUTUS TUTONA, OMHOBPEMeHHO € HC-
cJieloBaHUEM KapHMOTUIa U BUPYCOJIOrMyec-
KUMM TeCTaMU HeOOXOMMO TMONYYUTE CBeJle-
HUS o KUCTIOTHO-IIEIOUYHOM M
OMOXMMMYECKOM COCTOSIHIHM TU1oaa | 52—58).

Jleuebnonit Kopdoyenmes. OCHOBHAA 3aj1a-
ya jieueOHOr o KOPIOLIEHTE 34 — TepeTMBAHIE
TUTOMY TIPerapaToB KPOBHU MPH COCTOSTHUSX
anino- M ayTOMMMYHHM3alMK. TpaHchyzuu
MOTYT OCYLIeCTBIATECA ¢ 19 Hen GepeMeHHO-
CTH TPU TeMaTOKpUTe Yy 1oga MeHee 30%
[47]. I1penapaTel KpOBH TI€peTUBAIOTCS B
BeHY IYITOBUHBI CO CKOPOCTLIO He 6oee 10—
15 M1/MHH IO KOHTPOJIEM YACTOTHI Cepley-
HOM HesATeIbHOCTH [U104a ¢ TocleAyIoeid
OLIEHKOI YpOBHY reMaToKpuTa [59].

[Tpu BEISIBIEHWM B TIPEHATATLHOM TIEPH-
OJle BHIpAXKeHHBIX HAPYLIEHWI CepleyHoro
pyTMA Y TUIOHA TMPH OTCYTCTBHM IMOPOKOB pas-
BUTHA CepJilla XOPOLIHA TepaneBTHYeCKUIA
s¢gdexT gaeT npMMeHeHe AHTUAPUTMIHYEC-
Koif Tepanuu. CeplleuHble TIMKO3HIBI, KaK
MPaBMIIO, HA3HAYAIOTCS MaTepu per os, Io-
CKOJIBKY JIEeKapCTBEHHBIE Tperaparel 5Toi
TPYMIIBE XOPOIIIO TTPOHUKAIOT Yepes IIaleH-
Ty W OKA3BIBAKOT TepareBTHIecKoe AeiiCTBIe
Ha rion. I1py HeoOXoMUMOCTH 3KCTpeHHOM
TIOMOIIA TUTOLY [T JOCTHXKeHUs OBICTPOro
3¢ ¢ekTa 3TH NpenapaTel MOXHO BBOIUThL
HEMOCPEeJACTBEHHO B COCY/IBI MYITOBHHEI.
Yamie Bcero BHYyTpUyTpoOHOE «BHYTPHITYTIO-
BHHHOe» JieueHHe TpeOyeTcsl TIPH BbIpakeH-
HOM HEMMMYHHOMN BOJIMHKE TUIOHA.

Einle omHa 331a4a TepareBTHYeCKOTo KOpIIo-
LieHTe3a — BBeIeHMe TPeriapaToB, 00e3IBIDKI-
BAOLIMX MU0, OrpaHudeHHe TIOABIKHOCTH
Tiona TpedyeTcsi TIpH MPOBENEHHUH I THTENbHBIX
MHBA3WBHbBIX MAHUITYJISILIAI, HATIpUMeED, MPU
TIPEeHATATBHBIXTIE PEITMBAHMSIX K pOBK. Yatie Bce-
TO C 3TO 1eNbI0 TIPUMEHSIIOTCS TIpenapaThl
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AHANIOTUYHEIE MAHKYPOHUYMY M3 pacueTta
0,1-0,3 Mr/kr Beca ruiona. 3¢ exT o0e3nBr-
xwuBaHus amires ot 60 mo 120 mun |2, 47].
OTteuecTBeHHBIE MccnegoBaTenu [51] uc-
TIOJIB3YIOT HEAETIONAPHU3YIOLIAI MBILLIEYHBIA
HeUpoOIoKaTop IMUIEKYPOHUI B KOJIHYECTBE
0,025—0,25 Mr/KT, IpHU 3TOM TEPUOJ] HETIO/-
BIoKHOCTH ymites ot 17 o 220 mun.

Cmpyxmypa noxazanuii k kopdoyenmesy. B
OOJNTBIIMHCTBE KITMHUK, 3aHUMAIOLLMXCS Tpe-
HATABHON JHATHOCTHKOM, KOPOOLIEHTE3 HE
TIPOBOMTCS IO BCEM TePeYMCIIEHHBIM BBIIIE
nokasaHuAaM. CTpyKTypa [MoKazaHWil orpe-
JENAeTCH BO3ZMOXHOCTAMM U OCHAILIEHUEM
TeHeTHUECKOI U JTAO0pATOPHOI CITYKOBI, JIe-
MorpadguuecKUMH 0COOEHHOCTSIMU PeTHOHA,
ONBITOM W HABBIKAMH CIIELUAIMCTOB, 3aHHU-
MAFOLLMXCA UHBA3UBHOM NMHMATHOCTHKOM, a B
HEKOTOPEIX CTpaHax — OOIIEerocy1apcTBeH-
HBIMA METOAWYECKUMU PEKOMEHIAIIUIMU.

Hanpumep, Bo @paHuny, rie npeHaTanbHasg
JIMArHOCTHKA paspellieHa U perfiaMeHTUpOBa-
Ha ABYMS 3aKOHAMM — 3aKOHOM 00 abopTtax
(1975 ron) v 3akoHOM 0 GHosTHKe (1994 rom)
— MpY KApUOTHITMPOBAHHH B CBSI3H C BO3pa-
CTOM MaTepH MNpeIouTeH|e OTHAeTCH AMHH-
OLIEHTE3Y W acIMpalud BOPCHH XOPHOHA/
[UTALIEHTH, KaK OoJiee MPOCTHIM W OTHOCH-
TenbHO OezonacHbIM MeTonaM. KoprolieHTes
Y 3THX IMAIMeHTOK IMPOBOAUTCS JIMILb B CITy-
yagx rosfaHero oOpaiieHUa OepeMeHHOM K
Bpauy WA MPH HATMYKMH Y Hee Ipyrux (ak-
TOPOB PUCKA TI0 POXIAEHHUIO peOeHKa ¢ Xpo-
MOCOMHOM NATOMOTHUEN U COCTABIAET TOIb-
KO 5% OT BCeX MHBA3MBHBIX BMEILIATEIILCTE B
3TOM TpyTIe [5]. B KaXIoii KIIMHUKE CTPYK-
Typa MOKA3aHWi1 K KOPIOLIEHTe3y UMeeT OCO-
6eHHoOCTH. /11151 cpaBHEHHS MPUBOAMM TaH-
Hble 5 KIIMHMK, ITOJIyYeHHbIe B pa3HOe BpeM:
B pa3sHBIX cTpaHax (Tati. 10.3).

YacToTa mpuMeHeHUSI KOPAOLIEHTe3a 1

Ta6nuua 10.3. CTpyKTypa NokKasaHui K kopaoUeHTesy B pasivyHbLIX KIMHWKEX

NokazaHue P.Boulot C.Weiner Y.Chitrit AAntsaklis HWWAIT CobBcrBeHHele
K KOpoLeHTesy v COaeT. [21,%  u coasr. W coaBT. [51],% DaHHbE [7], %
[60], % [61], % [62], %
Boapacrt martepm 1,4 - 13,6 7,6 2,4 6,5
OTArolleHHeIi aHamHea™ 1,8 1.6 15,5 68,7 12,7 10,0
TpaHcnokauwsa y oiHOro
W13 CYTpYroe - - - - 1.4 23
Wamenenua MDA kposir
Marepm ~ - 1,0 3,6 4,2 14,4
JaHHble axorpadumn 43,0 28,0 68,0 9,4 6,1 41,6
HeycnelwocTs npebiaylien
Npoueaypel MM MO3anLMaM 3,6 24 1,9 52 4.2 6,3
CoueTaHre nokasaHuii - - - - - 18,2
Bupyconormyeckoe
obcnefoeaHue 44.8 16 - 55 1.4 -
JrarHocTka cocTosHNS
nnona 5,4 - - s 14 -
Rh-koHd kT - 37.6 - - - -
JlewebHeIll KOpaoLEeHTES - 14,4 - - 21,2 -
Jpyrve nokasaHua - - - - 2,8 0,7

MpumedaHve: ™ — aHOManuK XpPoMocoM, GoneaH KpoBK, MUONaTHK, BpOXOeHHLIE HapylleHus obmeHa n dhepMeH-

TONATUW Y NMpeAbIaYyLIMX OeTei.
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CTPYKTYpa IMOKAa3aHUii K HeMy MOTYT CO Bpe-
MEHEM MEHATBCS KAK B OT/EJIbHBIX KIMHH-
Kax, TaK M B LIeJIOM B HeKOTOpBIX crpaHax. Ha-
npumMep, Bo Pparinm B 80-X rogax omHoI 13
CaMBIX YACTBIX MPHYHH IMTYHKIIUK [TYTTIOBUHBL
SIBIISINIACH JUATHOCTUKA TOKCOILIa3Mo3a [44],
a B HACTO/ALLIEE BpEMsI OCHOBHBIM [TOKA3aHK -
€M K KOP/IOLIEHTE3Y B 5TOU CTpaHe CTaNO Ipe-
HaTaJlbHOe KapHoTHITMpoBaHue [5]. B Heko-
TOpEIX cTpaHaxX Cpenn3eMHOMOPBSI, TJie TIo-
OYJSIIMOHHAS JacTOTa TeMOrnmoOHMHOIIATHIA
BEILLE, YeM B IPYTUX perHoHax, IMaBHbIM 10~
KasaHueM K KopioLeHTe3y ¢ 80-X rofgos H 10
HALLMX JTHEH OCTArOTCs BpOXIeHHEIEe 3a00.1e-
BaHM$I KPOBH B ceMbe. B OHOI M3 BeayIIHX
MepUHATAIbHBIX KIMHUK BemikoOpuTanuu
— Kings’ College Hospital — MeHbIIe YyeM 3a
5 JieT BpOXKIIEHHbIEe TEMOITOOMHOMATHH, KaK
OCHOBHO# MOBOJI K KOPIOLIEHTe3Y, CMEHN-
JIUCh U3YUYeHUeM [[UTOTeHeTUIeCKOro CTaTy-
ca moja ¢ aHOMAJTMAMM pasBHUTHA, JUATHO-
CTUKON BHYTPHMYTPOOHOI TMITOKCUM M TIpe-
HAaTaJbHBIM JledeHHeM aHeMuH [59]. B CILIA
OCHOBHBIMHU TIOKA3aHUSIMM K KOP/IOLIEHTE3Y
ABIAIOTCH TPEHATATEHOE KApPMOTHITHPOBA-
HHe U UCCleoBaHue KPOBH TUIOHOB, OTHO-
CHALIUXCH K TPYIITTe PUCKA ITO PARBUTHIO M30-
HUMMYHHOIT TeMOJIMTHUeCKOi Oonesnu [47].
B Hamem 1ieHTpe npeHaTaIbHOM JUATHO-
CTHKH B Havase 90-X roioB Ha 10O KOPJIO-
LieHTe3a npuxomiock MeHee 10% Bcex MH-
BA3UBHBIX TIPOLIETY P, TIPOBEAEHHBIX C LEJTBIO
NpeHaTaJbHOTO KapUOTHIIMPOBAHUS, a B
KoHLe 1998 rofa sToT mokasaresb COCTABUI
46,9%. BpICOKHIi yaenbHbII BeC KOpIOLeH-
Te3a OOBICHIETCH TIPUOPUTETHBIM HATTpABTIE-
HHeM paboTH LIeHTpa — MpoPUIAKTUKOM
BPOXJIEHHBIX M HACIENCTBEHHBIX 3a00J1eBa-
HHWI, B TOM YHcyie 0OYCIOBIEHHBIX MAaTOMO-
I'HMei XpOMOCOM, & TAKIKE XOpOLLel IoJAroToB-
KOI CIenHUaIucTOB M 0COOeHHOCTIMH OCHA-
ICHWA [IATOTCHETHYECKOM MTabopaTopiin.
IMPOTUBOITOKA3AHIMS K ITPOBEJEHHIO
KOPJ/IOLIEHTE3A

AOBCOMOTHBIX MPOTUBOITOKA3AHMIA K MPO-
BEIACHHIO KOPAOLIEHTe3a He cylecTnyeT. M3
OTHOCHTEJIBHBIX TIPOTHBOITOKA3AHWI MOXKHO
BBIOETHUTE BBIpAXKCHHBIE KJIHHHYECKHE TTpH-
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3HAKH YTPO3bl TIpepbiBaHus OepeMeHHOCTH U
SIBJIEHWS OCTPOrO BOCTIATMTENIBHOIO IIpoLlec-
ca moOoi JIOKATM3aLKMK Y TTalMeHTKH. B 000-
MX CIyYasgx akTHBHOE JieUYeHHe B TeUeHUe He-
CKOJIBKUX JTHEU JieiaeT BOZMOKHBIM TTPOBEJIe-
HHe KopaoleHTe3a. K pakTopam, 3aTpyaHsio-
LIIMM, HO HE MPETIATCTBYFOLIMM KOPAOLICHTE-
3y, OTHOCATCS OXMpeHHUe, MHOXeCTBeHHas
MHOMA MATKH, MATO- M MHOroBojue. Y 1o-
HBIX TTAITMEHTOK MOXKHO PEKOMEHIIOBATH TTPH-
MeHeHH’e JTUHHON MyHKIIMOHHOM UL [1pu
HATHYMKA MHOXKECTBEHHBIX MUOMATO3HBIX Y3-
JIOB crietyeT GoJiee TIIATeTbHO BEIOMpATh Mec-
TO MYHKLUMKU. B Hateli npakTyke He ObLIO HU
OTHOTO cJTy4asi abCONMOTHOI HeIOCTYITHOCTH
TTYTIOBHUHBI JIUTSL TTYHKIMKM K3-3a MAOMBI. Ma-
JIOBOJIME 3aTPYIHSAET BU3YAITU3ALIHIO IMTYTTIOBHU-
HBI, HO He TpenATCTBYeT MyHKUWH. [1py MHO-
TOBOIMH, KaK Y IIPU MUOME MATKH, MECTO ITyH-
KIIMH JOJDKHO BEIOMpaThcs 0oJiee TIIATENBHO,
TOCKOJIBKY M30BITOYHOE KOJIMYECTBO aMHMO-
TUYECKON KMIKOCTH PE3KO YBEJIMUMBAET pac-
CTOSIHVE 10 TTYTIOBMHBI W [TPHU HEBEPHO BBIO-
PAHHOI TPACKTOPHUM JBMKEHHH WA MOXKET
OKAa3aThCs CIMIIKOM KOPOTKO#A. [ ToBBITIIEHHAs
JIBUTATEIbHAS AKTUBHOCTB TUIOAA TAKXKe He-
CKOJIBKO 3aTPYIHYeT TIpORefieHIe KOPIOLEeH-
Te3a. B 3TUX ciyuasix HEeKOTOphIe aBTOPhI pe-
KOMEHIVIOT TIPUMEHATh 00e3NBIKUBAIOIIIE
rpenapatsl |2, 60]. B Hallleit rpakTvKe Mei-
KAMEeHTO3HOe 00e3/IBIXXUBAHIE II0/IA He TTpH-
MEHSAETCS, TTIOCKOJIBKY 38 MHOTO JIET pabOTHI HE
OBUIO HU OTHOTO Cy4asi, Korja Obl TTOIBX-
HOCTB TUTOJ1A JeHCTBATENTBHO TTOMELIANA TIpO-
BEJIEHUIO TIPOLIELYPhI.

BaxxHoe 3HadyeHue U1 OBICTPOro U Kaye-
CTBEHHOTO TIPOBEACHUS KOPOOIIEHTE3a UMEET
cpok GepemeHHOCTH. [lonbITKM NpoBeieHMs
MYHKUMH paHtt 20 Hel CyIIecTBEHHO Yalle 3a-
KanumBarotcs Heyaveid. I To pansbsiM P.Boulot
M coapT. |60], ycrieImHOCTh IyHKIIMH TYTIOBH-
HBI C TIEPBOM TIOMBITKH A0 20 HeJl COCTABISIET
TobKO 50%, arociie 20 Hen — 83%.

CPOKMU ITPOBEJIEHU A, TEXHUKA

N KIMHUYECKHWE OCOBEHHOCTH

KOPAOIIEHTE3A

Cpoxu npoeedenus kopdouenmesa. OnTy-
MalIbHBIE CPOKH IMPpOBEHEHMA KOpAOLEHTE-




KOBP/JOIEHTES

3a — BTOpad IMOJOBUHA BTOPOTo TPUMECTpa
OepemeHHOCTH |2, 60], omHAKO B IMTEpaType
HuMerTcs coobieHus: 06 yCrelrHoi MyHK-
1IMK COCYIIOB ITyNOBUHEI Yke B 12 Hen [63—
65]. YeM Xe JOMKEeH PYKOBOACTBOBATHCS
Bpay, MpOBOMAALLNI KOPAOLIEHTE3, BEIOMpas
CPOK ITYHKIIUH?

[IpoBeneHHbie paHee HMccnenoBaHUs yoe-
JUTeNbHO A0KA3allKi, YTO B Hayalie BTOpPOro
TpUMecTpa bepeMeHHOCTH 00BeM LU PKYJIUPY-
FOLLEN KPOBH TIIOIA COCTABIIAET TOJIBKO 25 M1,
Ho oH Bo3pactaeT B 10 pas K 36 Hen [66—68].
Uem MeHBILIE CPOK OepeMEHHOCTH, B KOTOPOM
TIPOBOIIUTCH KOPIOLEHTe3, TeM OoJIbLLIe OTHO-
CHUTENTbHAA KPOBOMOTEPS TUTONA, BEISBAHHA
TpOLIEAYPOil M, COOTBETCTBEHHO, BBIPAXKEH-
Hee peakius TUioa Ha nmyHkiuio. [TpoBene-
HHe TIPeHATATbHOro 00CneioBaHus TpedyeT
oT 1 10 4 MJI KpOBU B 3aBUCHMOCTH OT BHJA
JIAbHEMNIIUX UCCIEIOBAHMI, YTO COCTABIIA-
et oT 4 10 16% obiiiero ¢eToraleHTapHoOTo
o0beMa KpOBOTOKA B HaYasie BTOPOTO TpHMe-
cTpa 6epeMeHHOCTH.

OTBeTOM [U10/1a HA KPOBOITOTEPIO, BBI3-
BAHHYIO KOPIOLIEHTE30M, SIBJISETCS KOMII-
JIEKC CIIOXKHBIX TYMOPATbHBIX U peIeKTop-
HBIX peakumii. [loTok okcHreHMpOBAHHOIM
KPOBH TiepepacripenienseTcs 1A noaaepxka-
HMS aIeKBATHOTO CHAOXeHMs KHUCIIOPOJOM
XW3HEHHO BaXKHBIX OpraHoB. OMbITHI HA XU~
BOTHBIX TTPOJIEMOHCTPHPOBAITH, UTO ITPH Kpo-
Borotepe 20% ¢eToruianeHTapHoro oobeMa
KPOBOTOK B BEHO3ZHOM ITPOTOKE YBEJIMYMBA-
eTcsl ¢ OMHOBPeMEHHBIM yMeHBIIeHUeM
00BEMHOTO KPOBOTOKA OKCUTEHHPOBAHHOM
KpOBH uepes redeHs [69]. [TocTosiHCeTBO cep-
JIeYHOTO BBIOpOCA B YCIOBHAX KPOBOITOTEpH
obecrieunBaeTcd 3a CUeT U3SMEHEHHA KOHEY-
HOTO AUACTOIMUECKOT0 00BheMa JKeMy/I0UKOB
M yIapHOro o0beMa; 4acToTa CepAeUHbBIX CO-
KpallleHHi TIpH 3TOM IMpaKTHYeCKH He MEHA-
etcs |70, 71]. TmopoBo-IuialieHTApHAs T1ep-
hyzus noanepxKUBAETCS 33 CUET U3MEHEHUS
cocynucToro cornpotusnenus |72, 73]. Uc-
clleIoBaHMsl OTeuyeCTBEHHBIX aBTopos [71]
JIOKA3alli, YTO BBIPAXKEHHOCTb U3MeHeHUI
COCYIUCTOrO COIMPOTHUBJIEHUS 3aBUCUT OT
CpoKa TIpoBeieHUsI KopaolieHTe3a. JlocTo-
BepHOe CHIDKeHHe Tiepude ppuIeckKoro Corpo-

TURJIEHHA KPOBOTOKY B ITJTALIEHTE TOCITE TyH-
KLIMH ITYMTOBMHBI ABTOPBI BBIABUIIM B HaYaJIe
BTOPOTO TPHMECTpa, C pOCTOM cpoka Gepe-
MEHHOCTH CTeTieHb BbIpaXXKeHHOCTH 3TOii pe-
AK1IMK yMeHbLIanack U nocne 30 He cTaHoO-
BHJIACK CTATUCTHYECKH HE3HAYUMMOI. B cocy-
JIaX TOJIOBHOI'O MO3Tra COCYIMCTas pe3HCcTeH-
THOCTH KPOBOTOKY YMEHBIIIAIACH 10 25 Hef,
a mocne 30 Hem Mpu JOMNIIePOMeTPHH HUKa-
KMX MI3MEHEeHWH 3aperucTpupoBaHO He ObLITO.
HccnenoBatenu npearonoxXuiu, YTo TaKoi
BapuaHT brain-sparing effect MoxeT SIBISATh-
C$ YaCTHIO 00I1ei KOMTIIEKCHOI KOMIIEHCA-
TOPHO-TIPUCTTIOCOOUTEIIEHOM peakiium reMo-
JIMHAMMKM IT0HA B OTBET HA CTPECC, BBI3BAH-
HBII KOPIIOLIEHTE30M, M KPOBOTIOTEPIO. Oue-
BHJIHO, YTO TIpOBejieHNe KOpAOolleHTe3a BO
BTOPOM TTOJIOBUHE BTOPOTO TPUMeCTpa TIo-
3BOJIAET YMEHBIIHTE OCTPOTY PeaKLIH [10-
Jia Ha BMelnaTeNbeTBO. KpoMe Toro cienyer
YIMTHIBaTh, YTO paHHMIT KOPAOIIEHTE3 CO-
MPsSDKeH CO 3HAYMTENTbHBIMUA TeXHUIeCKUMUA
TPYIAHOCTAMU, TIpexae BCero obycaoBieH-
HBIMU MAJIBIM AWAMETPOM COCYJIOB ITYTIOBH-
Hbl. K 20—21 Hen muaMeTphl COCYIOB 10CTH-
raroT OMTUMATBLHBIX TSI KOPAOIIeHTe3a pas-
MEpOB, UTO CYLIECTBEHHO YTIPOILIAeT TIoJyue-
HUE KPOBM M YKOpauuBaeT BpeMH,
3aTpayeHHOe Ha MYHKLIMIO.

B Haumix viccrnegoBaHusIX Haubomnbinee
KOJIMUeCTBO MyHKIIWi (47%) MpoBOOUTCS B
cpokax ot 20 110 24 Hex v MeXKIy 25 W 28 Hejy
(29%). Ha nomo KOpAOLEHTe30B B OTHOCH-
TenbHO paHHue cpoku (18—20 Hen) nmpuxo-
JIUTCS MUIIb 12% Beex mpouenyp. B mosarnem
TpeTbeM TPUMeCTpPe KOPAOLIeHTe3 ITPOBOINT-
cs penko (0,8%), TOJIBKO B TeX CIIydasix, KOr-
Jia OT LUTOrEHETUYECKOT O pe3yJIbTaTa MpUH-
LIMITHATBHO 3aBHCUT TAKTHKA pojiopa3peliie-
HUS. AHATIOTUYHBIC JaHHBIE TIPUBOAST MHO-
rie apropbl. Hampumep, B UCCIeqoBaHUX,
npoBegeHHbx BHUHAT v, J1.OtTa [51], Ha
KOpAOIIeHTe3 B cpoKe f0 20 Hea MpHIIIoCh
5,7% mpouenyp, ot 21 no 29 vem — 67,4%, B
cpoke Gornee 36 Henm — 1,9%.

I'lo panHbiv P.Boulot mcoasrt. [60], o 20 Hep,
ObL710 NpoBefieHO 1,2% KOPIOLIEHTe30B, MeXITY
20129 Henm — 22,0%, atiocne 35 Hem — 6,5%. B
vccaenoBanmsx C.Weiner |2] myHKIMH B cpo-
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Kax Oornee 37 Hell COCTARIAH 5,2%, a 70% 1yH-
KL MPUXOAIIOCh Ha CPOK OT 25 110 36 HeJl.

Texnura nposedernusn xopdoyenmesa. Tex-
HHKa MPOBeAeHH KOPAOLIEHTe3a MaJIO OTITH-
YaeTcsd OT TEXHWKH INaueHTOLEeHTe3a WU
amHuoleHTe3a. OCHOBHOE YCJIOBHE YCITel-
HOM MyHKIIWH — YeTKasi BU3yaTU3allvsl UTJTbI
Ha 3KpaHe U COMOCTaBIeHHe HaIpaBIeHMs
JBVDKEHWA UTJIBI C YYaCTKOM ITYTTIOBUHEI, Ha-
MEUEHHBIM JIJTA MYHKLMH. [ BUsyausaiiu
WTJIBI TIPY TIPOBENeHUH KOPIOLIEHTe3a MOX-
HO PHUMEHSITh TIO00k TPaHCTBIOCEP: CEKTOP-
HEBII, IMHEMHBII, KOHBeKCHBIN. BEIOOp Hat-
YMKA 3aBUCUT TOJBKO OT XKeJlaHWA W HaBbI-
KOB oreparopa. B 1987 rony C.Weiner [2]
MpeIJIOXKIIT UCTIONb30BAaTh CEKTOPHBII AaT-
YHK C HACAIKOM 11 ITPOBOAHUKA UL [ Tpu-
CYTCTBHE IPOBOJIHUKA TO3BOIIO HECKOIb-
KO COKPATHUTEL BpeMs IMpOBeJIeHU IMTyHKIIHH,
MOCKOJIBKY A710 BO3MOXKHOCTE Y€TKO BU3Yya-
JIM3UPOBATh MyHKTUPYEMBIH YyYacTOK ITyTIO-
BHUHBI U TOYHO COBMECTHUTH €0 C TPAEKTOPH-
eil gBrxKeHUd MIbl. S(PQEeKTUBHOCTE 3TOM
MOAM(PUKALIMH METONA ITYHKIIHW ITy[TOBUHLI
CHMXKAETCSI B CBSI3U CO IHAYMUTEJILHOWM IO~
BH2KHOCTBEO ITYTIOBHMHEIL. Hepe,mco ABHMZKEHMA
TUIofia CMeLaloT YYaCcTOK CoCyla, HAMeYeH-
HBIHA JUIA TIYHKIMHA, W CMBICH [IpUMeEHEeHHA
MPOBOTHUKA TpOraaeT. bonbIMMHCTBO HC-
clieflopaTenei TpedlOYHTAIOT UCTIONB30BATh
MeTO «CBODOAHOM pyKi», He OrpaHUYMBa-
IOITHI orepaTopa IpH NMpoBeieHUH MAHWUTTY -
Jistiuu. [TyHKIMI0 BBITIONTH ST, KaK TIPABUIIO,
OJIMH Bpay U OJIMH acCUCTeHT. Bpau nepxut
OaT4VK, OJOOHBAACh HAWIyULlIen BU3yaIn3a-
LMK NYHKTHUPYEMOTO YYacTKa IyTTOBHHBEI,
BBOJIUT HIJTY, KOHTPOJIMPYA HA BKpaHe MOHU-
TOpa ee IPOXOXKICHUE, H OCYILIECTBIAET KOp-
PEeKILIUIO TPAeKTOPHUH ABIDKEHIS UTJIBL. ACCH-
CTEHT HaOMpaeT TpebyeMoe KOJIMUYeCTBO Kpo-
BU B LUIPHLL. B HEKOTOPBIX KIIMHUKAX B ITPO-
leAype YYACTBYIOT JiBa Bpada: OOWH
obecrieurBaeT BU3YAIM3ALIUIO UTJIBL, & APYTOiA
HETOCPEACTBEHHO OCYIIECTBIIAET MyHKIIHIO.

CyuecTByeT MeTOI IOMyYeH WS KPOBH ITPU
KOpJoLeHTe3€e, TMOJNYUYUBIIUIL Ha3BaHUE
«WTNa B UTNy» |74, KOTOpHIi HIMPOKO TIpH-
MEHSLJTA MHOTHUE MCCTIeIOBATeNM, B TOM YHC-
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Jie K.Nicolaides [25], C.Weiner u K.Okamura
[75]. ITocnepHye COOOLMAN O TOM, UTO 3TOT
METOH HECKOJIBKO YMEHBIIACT ITOTEPH TLTO-
OB, CB3aHHBIe ¢ npoueaypoil. [1puHiMn
€I0 3aKTI0YaeTCH B HCITOJIE30BAHHWH IBYX UTJI
pasHoro AMaMeTpa v pasHoil JuTMHEL Tlepsai,
OoJiee KOpoTKas M TOJICTad WIJa, UCTIOJb3Y-
eTcsl B KauecTBe MPOBOAHUKA U (UKcATOpa
nynoBuHBL. Bropasi, Oojiee ToHKasi, BBOIUT-
CS1 B ITEPBYIO W HETTOCPEACTBEHHO IMYHKTUPY-
erryrnouHy. B kmiauke HUUAT um. J1.O1-
Ta TIPUMEHIOT MOV (UILIMPOBAHHBIN ABYX~
HIOJIBHBIA METOM, BKIIOYAKOLIHI HCTIONB30-
BaHMe MYHKLHMOHHBIX aganTepos [S1].

I Ipu npoBeieHUH KOPOOLIeHTe3a Halboee
YacTo MPUMEHSIOTCS CTIMHABHBIE WIIIBI TN -
Hoit o1 9 1o 16 cm muamerpom ot 20 oo 25 G.
HexkoTopble XMpypru NpearnoYyuTaOT Wbl
OoJiprueit JUIMHBL. MeTMIIMHCKOM MPOMBIIII-
JIEHHOCTBIO B HACTOS1LEE BPeMsI pa3paboTaHbl
CTIelIMATTbHEIE UIITHI /151 MHBAWBHBIX BMeEIIla-
TENBCTB, IMOKPLITHIE COCTABOM, VIVUIIIAKIITHM
BU3YAITM3ALIMIO UTJIBI HA SKpaHe, OIHAKO OHW
3HAYUTENTBHO IOPOKe OOBIYHBIX CITMHATBHBIX.
I onyunTh M300pakKeHKe CITMHAILHOM UIJILI HA
5KpaHe He COCTABIIET Tpyda, MO3ITOMY IITH-
POKOro pacripocTpaHeHus B KJIMHUYECKO
MpaKTHKeE CTIeLMATEHBIE UTJTBI HE TTONMYYHITH.

YcenoBud TpaHCNIOPTUPOBKH KPOBH 3aBH-
CSIT OT BUJIA ITpoBoAMMoro aHamiza. [1pu mu-
TOTeHEeTHUEeCKUX MCCNe[0BaHUAX KPOBh 3a-
OupaeTcs B LUTIPULL, TIPOMBITHIN reMapyuHOM.
JAHK-uccnenopanud TpeOyioT UCTONb30Ba-
Hus pactBopa EDTA. Bupyconoruueckue
AHAIM 3B TTPOBOMATCS HA CHIBOPOTKE KPOBH,
IMO3TOMY JobaBieHK s CIIeHaIbHbBIX pacTBO-
POB He TpebyeTcs.

Kaunuweckue ocobennocmu npoeedenus
kopdoyenmesa. KopaoolieHTe3, Kak U modoe
Jipyroe WHBa3UBHOe MpeHaTaIbHOe BMellla-
TeJIbCTBO, JIOJIKEeH IMTPOBOJIUTHCA HA Dase aKy-
1II€ pCKO-THHEKOIOTHUECKOTO CTAITMOHApPA.
H3HayanbHO AUAarHoCTHYeCKHiT KOpIoLeH-
Te3 pa3pabaThIBaJICsS MHOTHMM aBTOPaMHM KaK
amOynatopHas rpouenypa |3, 4, 19, 59], Ho
HEKOTOphIe OTeueCcTBeHHbIe HUCClefoBaTe/ I
MPEeATTOUYNTAIOT TIPOBOUTL €r0 B YCIOBHMAX
cTanoHapa [51].




KOBPJOIEHTES

HecMmoTps Ha TO, 4TO B OOJIBIIMHCTRE
KJIMHUK MUPA KOPAOLIEHTe3 ITPOBOAMTCS aM-
OynaTopHO, BOBMOXHOCTh OKa3aHUsI 9KCT-
PEHHOI, BTOM YMCJIIe H ONePaTHBHOMN, TTOMO-
1111 B TIOJTHOM oOBeMe SBJIsSeTCs HelpeMeH-
HBIM YCIIOBHEM 5TOTO BHUIA MPEHATAIBHOIO
obcnepoBanuda. KopaoueHres He TpedyeTt
CIIeLMATLHOI TTOATOTOBKM MAallMeHTKH |60,
61]. B cnyuasx moBBIIIEHHOIN SMOI[HOHAIb-
HocTu 6epemMeHHOM 3a 20—30 MUH 10 TTpoLie-
JYPEI MOXHO HA3HAYMTE CeaTHBHBIE Cpell-
cTtBa (Hampumep, penanuym). [TyHKimMs
0OBIYHO MPOBOJIUTCS B YCIIOBUSIX TIPOLIEAYP-
HOro KabMHeTa ¢ BEITIOJIHEHUEM BCeX ITPABHII
ACENTUKHU U AaHTHCENTHUKU. BOJIBIIMHCTBO
Bpauei rMpeAriounTaeT MPOBOANTE KOPIOLIEH-
Te3 IO/l MeCTHBIM 00e30onmBanuem [47, 59,
60], xoTst 1 6e3 Hero MyHKIIHs, KaK TIPABIIIO,
TNEePEHOCHTCH IAlMEHTKAMM JIETKO B CBA3H C
MaJIbIM auamMeTpoM Uriiel [51]. Mo Hamemy
MHEHHIO, MeCTHAS aHeCcTe3UsI He TONBKO fie-
JIaeT MpolLieaypy MeHee HeTIpHUsSITHOM IS ma-
LMEHTKH, HO TI03BoJIdeT DoJiee TOUHO HAMe -
TUTh TPAEKTOPHIO ABMKEHWS TTYHKLIMOHHOIA
MIJILI TTPU UCTIONB30BAHHI MeTofa «CBOOO/I-
HOI pyKW», a TAKXKe CHIDKAeT COKPATUTENhb-
HYIO peakiiHIo MaTKH Ha ykoil. [1pu Hamuim
Rh-otpuiiareibHOI KpOBH Y MaTepH Cleny-
eT NpoBOUTh Npornak Ky Rh-kKoHpmk-
Ta MyTeM BBeieHHs aHTH-D-uMMyHOrmody-
JIMHA, TTOCKOBKY B pPeIKHX CIydasx oObeM
KPOBOIOTEPM IL10/1a MOKeT HOCTUTATh 15 MI
[61]. B HEKOTOPBIX KJIMHUKAX KOPAOLEHTE?3
TIPOBOJST TIOA TIPUKPHITHEM aHTUOMOTHUKOB
(3—8 mueii) [47, 60, 62] 1 ToKOIMUTHKOB |60,
61], Ha3HAYAEMBIX C LIENBIO MPOPHIAKTHKI
XOPHOAMHHOHMUTA U YTPO3bI ITpepbIBaHus Oe-
peMeHHocTH [62].

OmHIM W3 OCHOBHBIX YCJIOBHI1 TIPABWIb-
HOTO AMArHo3a SIB/SIETCS] MOMyUeHHe YNCTOI
KpOBH 1tozia. [ IpuMech MaTe pMHCKHX KITETOK
MOXKeT CYLIECTBEHHO IMOBJIUATh HA pesysibTaT
IIUTOTEHE THYECKOTO OTBETA U BUPYCOJIOTH-
YecKoe 3aKiIoueHe, a MpuMech BOI — M3Me-
HHWTB TTOKA3ATeNH TeMOTJIOOMHA M TeMaTOK -
Ta. KOHTpONE 32 MoJlyyeHWeM YUCTO KpOBH
MOXET OCYLIECTBIATBCS BU3YAIBHO, HO B
OOINBIIIMHCTRE CMyJaeB TpeOyeTCs MOMOMHN-
TeJlbHOe MCClieloBaHle, TO €CTh CPpaBHeHe

MONYYEHHOro 0bpasiia ¢ MaTepHHCKOM Kpo-
BBIO C TIPUMEHEHHEM CIIELUATBHOTO aHAIM-
satopa (Coulter Counter). McnonbzoBanue B
YCJIOBHSIX XOPOILIO OCHAIIeHHOK Taboparopuu
6onee uyBcTBUTENbHOrO Tecta Kleihauer-
Betke mo3BoJigeT HCKIOUNUTE J1axXe MHUHM-
MAJTBHYIO TIPUMECH MATEPUHCKHUX KJIETOK.
ITo maHHBIM GOJTLIIMHCTBA MCCTeIoBaTe -
JIeH, YUCTYIO TUTOIHYIO KPOBb B IOCTATOYHOM
JUIA TIOCHEeAYIOLIEro aHaM3a KOJMHYeCTRe
MOKHO IOJIYYHUTb B 95—98,7%, ripu aToM 5¢d-
(peKTUBHOCTH TIEPBOIi MOMBITKA COCTABMISET
ot 63 mo 87,2% |2, 60, 62]. OTeuecTBeHHBIE
vccienoBaresu |5 1] coobLuaroT o rmoayuYeHH!
KPOBH TIJIOZA € MepBOil MONBITKA B 95,8%
cnyyvaeB. [ 1o HANIMM TAHHBIM, 3TH [TOKa3aTe-
JIM COCTABIBIIOT COOTBETCTBEHHO 97% 1 83,9%
[22]. YeneniHocTs mepBoii MONBITKM Xapak-
TepU3YyeT Mpexkae BCEro HABBIKM M OITBIT Bpa-
qa: B Havyase paboThl MO MpeHATATBHOMY
KApUOTUIMTHPOBAHUIO € TTPUMEHEHUEM KOPIOo-
LIeHTe3a C MepBOro pasza Mpu MepBoM KOpPAo-
LeHTe3e HaM YIaBaloch MONYYHTh YUCTYIO
KpOBb JIMLIb B 33,3%, a B rocyienHeii cepuu
HccnenoBaHuiiuepes S ner— yxe 891,9% [22].
He Bcerma oKoHUYATETEHBIN TEHETHUECKIMIT
JHMATHOZ MOXEeT OBLITH TIOCTABJIEH TTOCTIE nep-
BOTO MHBA3ZHMBHOIO BMeLlaTellbeTBa. OCHOB-
HbIe TIPUYMHBI 3aKTFOYAIOTCS B HEYCIIELIHOC-
TU TYHKIIAH (TIONMyYeHHe CMELIAHHOI KPOBU
WM HeJIOCTATOUHOTO KOMMUeCTBAa KPOBH) U B
MOTPELLHOCTHX TTPOBEAEHMA TADOPATOPHOTO
aHanmmza. CTpyKTypa IMOKA3aHHI K TIOBTOPHO-
MY KOPIOILIEHTe3y, OCHOBAHHAs HA JAHHBIX
COOCTBEHHBIX MHOTOJIETHHX KITMHUYECKMX Ha-
Omonenuii, npenactaniteHa B Tabmiane 10.4.

Tlpodoasxcume.rvrnocme kopdouenmesa. ITpo-
JIOKNTeTBHOCTh KOPIOLIEHTE3a B TTEPBYIO
ouepe/ib 3ABUCUT OT OMBITA M HABBIKOB Bpaya.
Bpem#, 3aTpaueHHOE Ha HccieloBaHue, 00-
paTHO MPONOPIIUOHAIBHO OMBITY CIeLIHATIN-
CTa, TIPOBO/ISILETO MHBASWBHOE BMEIIATEb-
c1Bo. 1o ganneiM P.Boulot 1 coasr. [60], Me-
FOLLMX 3HAYHTE TBHBIH OTTHIT BTTPOBEAEHUH KOP-
JIOLIeHTe3a, TTOJIOBUHA IYHKIIM 3aKaHUMBASTCH
B uHTepBaste ot 1 1o 4 MuH, 40% — ot 5 jio 14
MWH, 5,4% MaHWTTyJBSIIINI IIaTcst Gomee 15 MUH
M TONBKO 3,6% KOpIOLeHTe30B UMEIOT TPOAOJI-
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Ta6nuua 10.4. MNokasaHns K NpoBEaeHNIO
NOBTOPHOMO KOPAOLEHTE3A

HepocTaTtk MHBA3MBHOIO

BMelllaTenbCTBa:

Kpoeb He nonydyeHa 29,0%
Manoe Konn4ecTso KpoBu 3.2%
CmeluaHHas KpoBb 12,9%
HepocTrartkmn naboparopHOro aHanuaa:
OTCyTCTBME pOCTa KIETOK 25,8%
I'emonna Kposu 12.9%
EakTtepnanbHoe 3apaxeHue KpoBu 6,5%
YTO4HEHWE reHETUHECKOro aMarHosa 9,7%
Beero noBTopHbIX UccneaoBaHuia 100%

XKUTeNIBHOCTH MeHee 1 MuH. [lo cobcTBeHHBIM
JAHHBIM, B Hayasle Haieil paboTel cpeHss
MPOLOIIKUTENTBHOCT KOPIOLIEHTEe3a COCTARI4-
J1a 11,3 MyH, TOIIa KaK B MOC/EIHeH cepHm 1C-
CTiefIOBaHET OHA COKpaTHIach boree yeM B /IBa
paza — o 4,8 MyMH 1 OONBIIMHCTBO OIEpaliHii
(89,6%) cTano 3aKaHUMBATHECS B UHTEPBAJIE OT
1 1o 5 MuH [7]. AHATTOTMYHBIE JAHHbIE TTPHBO-
gut B.Petrikovsky [76]: B iepBoii cepHui ero uc-
ciepoBanuii (50 mpolieayp) MPOAOIDKHATENb-
HOCTh KOPIOLIEHTE3a B CPEAHEM COCTARIIAIA
24,6 MUH, a BITOCIEICTBAM COKpaTHiIach 1o 16,2
MuH. B uccnenoBanusx A.Ludomirski u
C.Weiner [47] mpooomKuTeIbHOCTL KOPHOTIEH-
Tesza B repBbix 100 mpolieaypax cocTarmsia 5,5
MHH, B IOCNEACTBHU BpeMs, 3aTpayeHHOe HA
OJIHY IMYHKLHMIO, 3HAYUTEJIBHO COKPALLIATIOCE.

Botbop mecma nynxuuu nynosunst. Yereni-
HOCTE KOPIOLIEHTE3a 3aBUCUT OT IPABWIEHO-
CTW BbIOOpa MecTa IyHK LMK, KOTOpOe Olpe-
JlendeTcd B 3aBUCHUMOCTH OT KOHKpPeTHO
KJIMHUYECKOM CHUTYalllMH: TOJNIIUHBI MO -
KOXHO-XXHUPOBOTO CJIOSI, PACTIOJIOKEHHMSI
TUTALIEHTHI, KOJIMYECTBA OKOJIOTUIOAHBIX BO/.
BOJBIIMHCTBO ABTOPOB MPEAIOUUTAET ITyH-
KTHUPOBATH KOPEeHb IMYITOBUHBI, MTOCKOJIBKY
3TOT YYACTOK HaMMeHee MOABILKeH (Taom.
10.5). Ha Ham B3rnsia, IMMyHKTUPYS KOpeHb
MYIMOBHHBI, JIETKO MOXHO MOJYUYUTh CMe-
LIAHHYIO KPOBB; KPOME TOI'0, ITPH PacIiono-
KEHWM TUTALIEHTHI 10 3a/IHEe CTeHKe 3Ta 00-
JacTh 9acTO ObIBAaeT HEAOCTYITHOIM, TI0STOMY
B Halleil KIMHWKE TMpeArnouTeHre OTIaeTcs
MYHKLMKA CBOOOIHON MeTIN IMYTNOBHHE,
PACTIONIOXKEeHHOM MAaKCHUMANBHO OJIM3KO K
JaTINKY.

B GonbummHcTBe ciydaes (74—93%) mnst
reHeTHYeCKOoro McciieJOBAaHM MOJTyYaloT Be-
HO3HYIO KpOBB [2, 51, 77], MOCKONBKY ama-
MeTp BeHbl OoJblile JuaMeTpa aprepun. B
HAIINX MCCTIeIOBAHMSX 3TOT TTOKA3aTeJTh OBLT
TaKKe BBICOK M cocTannsn 89,3% [7].

OC/TOXKHEHUWA

HecmoTpsi Ha TO, U4TO KOpPAOLIEHTe3 TOoJTy-
YHJT LIHPOKOE paclpocTpaHeHHe B KIMHH-
YeCKOM IMpakTHKe, UcCleaoBaTesiei rmposio)-
JKAKOT BOJIHOBATH ITpodeMbl 0e3011acCHOCTH
3TOTO METOMA.

OcoxHeHUs TIoCTe KOPAOLIEHTe3a OTHO-
CUTENIbHO HEMHOTOYMCIIEHHBI: TPaH3UTOP-
Hag Opaaukapaus ruioga, KpoBoTeueHUd U3

Tabnuua 10.5. Yactora KopAOUEHTE30B B 3aBUCUMOCTIA OT MecTa MyHKLMIA

R s iy
A.Ludomirsky n coast., 1987 [78] 100 - -
C Weiner, 1987 [2] 63,5 9.4 271
P.Boulot v coasr., 1990 [60] 72,2 3,5 24,3
3. Alnamazad U coasT., 1993 [51] 42,0 1,4 56,6
B.Petrikovsky 1 coagr., 1997 [77] 62 6 32
A Antsaklis u coagt., 1998 [62] 62 - 38
E.l0anHa, 1999 [7] 23,4 271 423
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MecTa IYHKLIMH, TeMaTOMBI ITYTTOBHHBI, XO-
PHMOAMHWOHMT, TIpephIBaHHe OepeMeHHOCTH.

Tpanzumopnas 6paduxapous. OgHoO U3
HanOoJee YacThIX OCIIOXHEHWI KOpAOLIeHTe -
34 — TpaH3UTOPHAs Opamukapams. JlaHHble o
yactoTe OpaluKapIyu IU1oa MpoTHBOPEYH-
BB M BapbHpy1oT 0T 1,5 10 13,2% (Tatm. 10.6).
Taxwue pazmiunst 0OBSICHSIOTCST OTCYTCTBHEM
e/IMHBIX KpUTEpPHEB B OLIEHKe 3TOT0 OCJIOXK-
HeHUs, XOTs OONBIIMHCTBO ABTOPOB CUUTAET
Opamaukapaueil nageHue YacTOTH CepAeUHBIX
coKpallleHuii roaa Hike 100 yo/MuH, ripo-
Jiojpkaroteecs Oosnee 1 MUH.

ITpuurHa OpaguKapouu D0 CHUX TIOp He
H3BecTHA. OTMEUEHO, UTO Yallle BCEro oHa
BO3HHKAET MpH IMyHKIIMK aprepuu [51, 79,
80], B cBSI3W € YeM MOKHO TIPEANONI0XHTh,
YyTO OpajiMKapais — 5T0 OTBeT Ha pedyieKTop-
HBI crasM cocya0B. BEICKa3bIBAIMCE ITpeji-

MOJIOKEHUA, YTO OHA MOXKET OBITh pe3yJbTa-
TOM CHABJIEHUA [TPOCBETa COCYa reMaToMOM,
OJIHAKO TPAH3WUTOPHBII XapakTep Opagukap-
JUU CBUIETENLCTBYET CKOpee MPOTUB TaKO-
ro MexaHus3Ma. B HeKOTOpBIX McclIeoBaHK -
fAX OTMeYeHO, YTO 3HAYMTEIbHO Yalle
(17,2%) OpamvKapaus pasBHBAeTCs Y IUTOI0B
€ TsDKe10i (popMoii 3a1e pKKI BHYTPHUYTPOO-
HOTO pa3BUTHS TUI0AA U aHemueii [81], uto
oTpaxaeT COCTOSHUE I'MITOKCHH. B 3THX
cyvyadx McclieloBaTesid He OTMETUIIM CBA3U
MEXKITY YacTOTOM BOZHMKHOBEHH OpaauKap-
JIVM, JIOKANTN3aluei TIyHKTHPYEMOTO YYACTKA
MYTIOBUHEIL, JUTUTEJIEHOCTEIO TPOLIETY PBI U CH-
JIOM KpOBOTEUEeHUA M3 MECTATTYHKLIMM | 60, 79].

M.Ulm wu coant. [82], ogpobHO u3zydas
npobnemMy OpaguKapauH Nocie KOpAoLeHTe-
34, TAKXKe OTMETHIIH, YTO Yallle BCEro OHa pas-
BUBAETCH Yy IUIONOB, CTPAJAIOIINUX BHYTPHYT-
pOGHO M UMEIOIIMX CTPYKTYPHBIE AHOMAJIAH,

Tabnuua 10.6. Yactota Gpaavkapavn nocne KopaoLeHTesa

ABTOpP

F.Daffos v coaer., 1983 [1]
F.Daffos 1 coaet., 1985 [16]
C.Weiner, 1987 [2]
B.Benacerraf n coasT., 1987 [83]
C.Weiner, 1988 [84]

B.Pielet v coagrr., 1088 [85]
A.Ludomirski w coast., 1988 [86]
E.Jauniaux » coasr., 1989 [87]
C.Donner v coaer., 1989 [88]
F.Daffos, 1989 [89]

P.Boulot 1 coast., 1990 [60]
C.Weiner, 1991 [90]
P.Maxwell n coast., 1991 [91]
K.Perry v coasr., 1991 [92]
D.Hickok n coagr., 1992 [93]
3.AlinamazsaH n coasT., 1993 [51]
F.Duchatel u coaer., 1993 [94]
A.Ludomirsky, 1993 [95]
C.Donner v coagert., 1994 [96]
M.Ulm v coaer., 1997 [82]
Y.Chitrit, 1997 [62]

E.KOouHa, 1998 [7]

KonuvyecTeo KOpAoLEHTEe30B Yacrora 6papukapaui, %
53 13,2
606 9,0
96 3,1
42 2.4
200 5,0
L8 8.6
100 10,0
50 10,0
144 122
2093 7,0
322 T.5
594 6,6
268 1,5
100 5,0
302 58
212 52
341 9.4
7462 8,0
891 7,0
339 3,8
103 5.8
522 8,9
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a Takxke INpH HEMMMYHHOM BongHKe M Rh-
KoH(ukTe. [To JaHHBIM 3TUX Xe MCCIIeI0-
BaTesei, yactota Opagukapauyd yMeHbIIaeT-
CSI C POCTOM CpOKa TIpOBeIeHUsT KOPIOIeH-
Te3a. CpemHuii cpok 6epeMeHHOCTH ITPH pas-
BUTHH OpaiKapaiu B UX CEpUH HCCTeIoBa-
HUIA cocTaBisu 26,4 Hell, TOIA KAK B KOHT-
ponbHOM rpymnmne — 29,1 Hen,.

PazButie Opagkapanu spiaseTcs Hebna-
TONPUATHBIM MPOrHOCTHYECKUM (DaKTOPOM.
Hccnenosanms Tex xe apTopos [82] mokasa-
JIH, UTO TIepUHATATBHBIE TIOTEPH 3HAUWUTEb-
HO BBILIIE CpeJIH TUTOIOB ¢ OpaauKapeti, auem
V [UTOAOB ¢ HEMEHAIOIIEHCA YacTOTOM cepll-
LeOreHHs TToche KopaoueHtesa (61,5% u
3,1% COOTBETCTBEHHO).

Haiir ombIT cBHAETENIBCTBYET O TOM, UTO
MPAKTHYeCKW KaxabIi i Thii tion (18,3 %) pe-
ArvpyeT Ha IyHKLMIO ITYTIOBUHBI YpesKeHHEM
cepaueduenus go 100 1 MeHee yiI/MHH, HO
JIUIIIE Y OHOTO M3 MIOXKHUHEI (8,9%) 6pamikap-
aust autesi Gonee MUHYTHI | 7). o Hammim Ha-
OmoneHuaM, B oTiuMe ot JaHHeix M.UIm u
coanT. [82], yacToTa OpagyKapauy BO3pacTaer
[PU JITATESTbHBIX U TPABMATHUHBIX (C OOJBILIMM
KOJTMUeCTBOM TIOTIHITOK) KopaoleHTesax. Bo
BCEX CIyyasx YacToTa cepAneOHeH s BOCCTA-
HARTHBAETCH CAMOCTOATENEHO €3 KAKUX-NTHO0
MeAUKAMEHTO3HBIX BMeLlaTebcTB. EfuH-
CTBEHHBIM HCKITIOUeHHeM B HAIIEH MPAKTHKE
ObIma pedreKTopHas OCTAHOBKA cepalia Toja
«Ha WUI7Ie» B OMHOM HAOMIONEHWH.

Ilayuenmie M., 24 aem, kopdoyenmes Obii
npogeden & 31 ned & caazu ¢ eviseienuem Mosa-
UYHOZO KAPUOMUNG HA MAMEPUAIE NAAUEHMDL,
nonyuerHom 6 28 ned 6 kaunuice dpye2oeo 2opodd.
Kposs noeda 6viia noaywerna ¢ 00HOl RORLIMKU
6e3 mexnuueckux mpyonocmeit. Cpazy nocae
HYHKULU 03HUKAA CIIOUKAA Npopeccupyonas
Opaduxapous u wepesz 20 MuH npouzouida ocnid-
HosKka cepdua naoda. Lipu nocaedyrowem namo-
N020AHAMOMUNECKOM UCCACO0BAHUL CIPYKIMYp-
HBIX UsMeHeHull evtseneno He Ovuio. Kapuomun
nioda oxazaics Hopmaiorvim: 46, XY.

Kposomeuenus uz mecma nynxyuu. 11po-
OneMe KpOBOTEUEHUWI M3 MeCTa MYHKLIUK IIPU
KOpIOILIEHTe3¢ TOCBAIIEHE MHOTHE pabOoTHL.
[To maHHBIM pasHBIX ABTOPOB, 3TO OCNIOXHE-

HMe oTMevaeTcd B 29—62% HabmoneHui [2,
60—62, 86], a 110 HAIIMM HADMOIEHWSIM — B
31,3%. Bo GONBIIIMHCTBE CITy4YaeB KpoBOTeYe-
Hue ObIBaeT HETIPOMOJLKUTENIbHBIM (MeHee |
MMH), HeOOMJIBHBIM M IMPeKpallaeTcsi CaMo-
croaTesibHO. JUtnTesbHEIe (Gonee 1 MUH) Kpo-
BOTEUEHHS B HALIMX MCCIEI0BAHUAX OTMeYa-
mvich B 19,7% nabmonenuii. I'o mapnusiM HU -
HAT um. J1.Otra |51], yacToTa 5T0r0 0Cmox-
HeHUs MeHbllle U coctapisder 1,9%. Bonee
4yacTo U B DoJTelleM 06BeME KPOBOTEUEHHE U3
MECTa MyHKLIMM OTMEYAETCS TIPH PACTIONOXKe-
HHUH [JIALEHTHI 110 TIepenHeil crenke (54,1%)
W TP TPAHCTUIALIEHTAPHOM TTOIXOME K ITyTT0-
BuHe (48,7%) [61]. Cocymbl MyTTOBUHBL Kpo-
BOTOUAT peXe ., UeM IUIALIEHTA, MOCKOJBKY Bap-
TOHOB CTY/IEHb TIPEIITCTBYeT BOSHUKHOBE-
HHIO KpoBoTedeHHd. [lpu MyHKIIMKM apTeprn
IYTIOBMHBEI KPOBOTEUeHWE BO3ZHHUKAET Yallle,
YyeM Ipy MYHKIMK BeHsl (66,6% v 32,3% co-
otBeTcTBeHHO) [51]. TouHOE ompeneneHue
KOJIMUECTBA ITOTe PIHHOK ITIOIOM KPOBH Tpe-
OyeT MpUMeHeHHUs Crel[HalbHbIX MeTOJIMK:
cpasy 1ociie KopaoueHTesa v vepes 20—30
MHH KJIETKH KPOBH TUIOAA (SpUTPOLIMTEL) OI1-
penesioTCs BKPOBH MATEPH C TIOMOIIBIO OK-
packu o Metony Kleihauer—Betke [97] 1 re-
pecurthiBaroTcad Ha 10 000 MaTepHHCKHX.
MUHHWMAIBHBIA perucTpupyeMbiii o0beM
KpoBonoTepH coctaBngetr 0,25 M1, MakcH-
ManbHbIN — o 15 M. [TosTomy mpH ripoBe-
JIeHWH KopolieHTesa y bepeMeHHOM ¢ Rh-o1-
pULIATEIEHOM KPOBBIO TpeOyeTcs nmpogmrnak-
THKa Rh-KoHdmikTa myTeM BBEeIEHMST AHTH-
D-uMMyHornobynmuHa. B OonbmuHCTBe
Habmonennii (78—86%) WIMTETBHOCTh KPoO-
BOTeUYeHHS COCTaR/IsIeT MeHee MUHYTHI. ITpo-
JIOJDKUTENbHOCTE KPOBOTEUEHUA OOBIMHO
OIICHUBAETCS BU3YATLHO.

1o paHHBIM MUTEPATYPHI |2, 60, 86] 11 Ha-
LIMM cOOCTBEHHBIM HAOMIOAEHUAM, YacTOTa
KpOBOTeYeHHId Bo3pacTaeT NpH yBeJTHIeHUH
TIPOAOITKHUTENFHOCTH Tipotieayprl. Y.Chitrit
M COABT. |61] TIOACYMTAIIM, YTO IPH JJTUTEITh-
HOCTH KopaolieHTe3a Oonee 3 MMH 3TO OC-
JIOKHeH e BO3HUKaeT B 56,9% HabmoneHuit,
a MpH MPOACIDKUTEIbBHOCTH MeHee 3 MUH —
TONBKO B 22,9% cnyuaeB. [lo Hammm naH-
HBIM, KPOBOTeUeHHe JUIMTeIbHOCTHIO Gonee
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1 MUH pervcTpupyercs B 19,7 % HabmoneHHiA
[7]. KonmuyecTBO MOIMBITOK MMeeT Ccylle-
CTBEHHOE 3HaUYeHUe JUIs YBeJIMueHUs Kpo-
BOIMOTepH U TPOIOIDKUTEIEHOCTH KPOBOTEYe-
HWSI: TIPH JIBYX M O0JTee TIOTBITKAX KpoBOTeYe-
HHe oTMevaeTcsl y 66,7 % IUI010RB, a ITpH OMHOIN
MOTBITKe — ToJIBKO Y 30% |61]. AHaOrMJHbIe
JIaHHBIE OIMyONTMKOBAHBI M IPYTUMH aBTOPaMH
|96, 98, 99]|. B MHOrOUHCIEHHBIX HCCIEIOBAHH-
sIXHe OBbUIO BBISBIIEHO 3aBUCUMOCTH KOMYECTRA
M YacTOThI KpOBOTEUEHHY OT CpoKa OepeMEHHO-
cTi. Hamauie Wi oTCyTCTBIHE KPOBOTEUEHUS
HE BIIMACT HA JANBHEIHIIee TeueHHe OepeMeH -
HOCTH, CPOK pOfopaspellieHHs M Bec IUIoja
npy poxaeHnu [61]. CrieliaibHOI Tepanin
TP BOZHUKHOBEHUM KPOBOTEUEHMS U3 MEC-
Ta MYHKIIMK He TpeOyeTcs.

Temamomor nynoeunsr. T eMaToOMBI MyTI0-
BUHBI — KpaiiHe pe/IKoe OCJIOXKHEHHE, KOTO-
poe YIOMUHAETCS JIUIIIH B HECKOMBKMX TTy0-
mikaumsgx. HampuMmep, A.Antsaklis 1 coaBrt.
[62] cobmam auis o 7 cinydasgsxHa 1981 kop-
JoleHTes, uyto coctapiio 0.4%. B uccneno-
BaHugx B.Petrikovsky [76] B nepBoii cepun
KopaouieHTe30B (50 mpoleayp) reMaToMbl
OB 3apeTUCTPUPOBAHEI B 2% HaOMIOAeHIiA,
HO B JaibHeieM Oolblie JHArHOCTUPOBA-
HBI He OBLTH. 34 BCce BpeM4 IpOoBeIeHM KOp-
JIOLIEHTE30B B HAIlleM IeHTpe OBUIO BEISBIIE-
Ho TonbKo aBe (0,39%) remMatoMbl HeGOMb-
LIMX pa3MepoB, oOpa3zoBaBIIMeCcs B MecTe
NYHKUKWK TTYTOBUHEBL. OfHa 6epeMeHHOCTh
ObL1a ITpepBaHa IO MeIUITMHCKUM MOKA3aHH -
SIM B CBSI3H € TTOPOKAMM Pa3BHUTHS TUIONIA, BTO-
pas — 3aKOHYMIACh CPOYHBIMHU ponaMu 6e3
ocnoxHennit. Hebonbioe KomiyecTBo Ha-
OIMIO/IeHHIA He TTO3BOJIAET CACNATh HOCTOREP-
HBI€ BEIBOIBI, OTHAKO BOZMOXHOCTH BO3ZHUK-
HOBEHMS TAKOTO OCJIOXHEHUS TpedyeT OT
Bpaya, MyHKTUPYIOIIETO MYTOBHHY, TIPOBe-
JIeHUS TIIATEeNIEHOIO YIbTPAa3BYKOBOIO MC-
CIeIOBAHUS TTOCTIE TIPOLIEAY PHI.

Bocnaaumeavrvie ocaoxcrenus. KopaolieH-
Te3, Kak 1 J1io00e Ipyroe HHBa3uBHOEe BMela-
TEeNILCTBO, COMNPSIKEHO C PUCKOM PasBUTHUS
BOCTAIATEIBHBIX OCTIOXHEHIA. [To maHHBIM
JIUTePaTyphbl, XOPHOAMHUOHHUT IHATHOCTUPY -

ercsl B 0,6—2,91% HabmoneHuit [66, 68, 51],
OJTHAKO €ro peajibHas 4acToTa 3HAYMTEbHO
BBIIIIE, TTOCKOJIBKY BOCTTAIMTEIIEHBIE U3MEHE-
HUs BRIBIsoTCs post factum B 28—40% coy-
gaeB MpepbIBaHIil OepeMeHHOCTei, HeTloc-
peACTBEHHO CBA3AHHBIX C KOPAOLIEHTE30M.
Muorue uccnemopatend |60, 62, 86] cumraior
3TO OCJIOXXHEHHE Cepbe3HOM IpobieMoil 1
peKOMEHIYIOT MTPOBOIMTE MpoduiakTHIec-
KYIO AHTUOAK TEPHATBHYIO Te PAITHIO B TeueH e
HECKOJIBKHX AHEH TToCIe KaKI0ro UHBasHB-
HOTO BMEIIATEeILCTBA.

B Hanmmx HaOmoOAeHWUSIX TUATHO3 XOPHO-
AMHHOHWTA OBLI MMOCTABJIEH M TTOATBEPXKICH
TMCTONIOTUYECKUMM MCCITEHOBAHMAMHU TOJIb-
KO B23,1% cydasix M3 BCeX CAMOIPOH3BOIIb-
HBIX ITpepbiBaHHil bepeMeHHOCTeH, Hermoc-
PEICTBEHHO CBA3AHHBIX C MHBA3UBHBIM BME-
[ATEJILCTBOM, UTO cocTaBwio 0,6% B nepe-
cyeTe Ha ollee YACIO KOpIoLeHTe30B [7].
DTH MoKaszaTesu, 10 HallleMy MHeHWIO, He
OTpaXarT UCTHHHOTO TOJIOXKEHUS BelleH,
MOCKOJIBKY MBI, K COXAJIEHWIO, HE UMEJTH BO3-
MOXKHOCTH IOJYYaTh NMogpoOHbIe TMCTOIOTH-
YeCKHe 3aKI0YEH U O COCTOSIHAM IUTALlEHTHI
1 TUTOAHBIX 0060JI0UeK BO BCEX CIydasix TIpe-
pEIBAHWI DepeMeHHOCTe.

Tlomepu rn100o6 noc.ie kopooyenmesa. Ca-
MBIM CEpBe3HBIM OCJIOXHEHHEM KOpPJIOLIeH-
Te3a ABSETCS TIpephIBaHNe OepeMeHHOCTH.
BOoJIbLIMHCTBO HCCheIoBaTeNel CYMTaroT, YTO
HeOMaronpuATHRIE UCXOBI GepeMeHHOCTEI
creyeT JIeIUTh HA HEeIMOCPeICTBeHHO CBSI-
3aHHBIE C TIPOLIEIYPOii M OTHAJIEHHEIE, TO €CTh
BBI3BAHHBIE APYTUMH NpHYMHaAMH. MHoro-
JIeTHAA MpaKkTHKA rokKasaia, 4To IpepbiBa-
HUA OepeMEHHOCTH, CBA3AHHBIE ¢ KOPIOLIEH-
Te30M, HACTYNAKOT B TeueHHe 10— 14 gHeit
focne [poueaypel, Mo3ToMy OONMBLIMHCTBO
HccrenoBatenei BeUIEAOT ABYXHeNeTbHbIA
py0ex Kak rpaHmiy Oykailmx v oTaaieH-
HBIX OCJIOXHEeHIH. B OONBIIMHCTBE CIIy4yaeB
TnpepbIBAaHUIO GepeMeHHOCTH MPeIIIeCTBYIOT
001 BHMU3Y JXMBOTA M IMOBBIIEHHBIA TOHYC
MaTKH, HO TTOSBJIEHHE MPU3HAKOB YIPO3bl
[pepeIBAHUA He O3HAYAeT HEIPeMeHHOro
HeOMarompHsATHOTO McXoia 6epeMEeHHOCTH.
IMo manueiM A Ludomirsky u C.Weiner [47],
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SIBJIEHHS YTPO3BI MPEPBIBAHUA OTMEUAIOTCS
rocJie Kop/ioleHTe3a y 7% TalyeHToK.

B 11e710M B CTpyKTYpe oTeph IVIOA0B IOC-
Jie KOpIoLIeHTe3a 11e1eco00pa3HO BhIIEIATh:

— CAMOTIPOH3BOJIbHBIE TIPePhIBAHMS Oepe-
MEHHOCTH HUJIM BHYTPUYTPOOHYIO rHOelb
IUTIOAA, HEeITOCPeCTBeHHO CBA3AHHbIE ¢ HH-
Ba3UBHBIM BMEIIATEILCTBOM (10 2-X HeJ1 IToC-
JIe KOpJOoILeHTe3a);

— MpepbIBAHUSA, HACTYITUBILIME B OTAAIeH-
HOM riepyoze (CrycTs 2 Hel rmocie Koplo-
LieHTe3a);

— TIepUHATAJIBHBIE MTOTEPH;

— MpepbIBAHMY 110 MeJIMLMHCKUM TTOKa-
3aHHUAM.

[To paHHBIM Hallero LIEHTpA. B TEUEHME
nocnegHux 3—4 neT rmokaszaresu rnorepb Oepe-
MEeHHOCTei1 T1ociie KOpAoIieHTes3a IMpakThyec-
KW TOCTOSHHBI: B CpelHEM Ha TIpepbIBaHMA,
HETOCPeICTBEHHO CBA3AHHbBIC ¢ KOPHOLIEHTe-
30M, TIPHXOAMTCS OT 2% 1o 2,5%; Ha MpephI-
BaHMs, HACTYNUBIIHE TIocTe 2 Hen — no 1,5%:;
TepUHATAITbHBIE TTOTEPU B CPpeJTHEM COCTABIIS -
10T 2—2,5%; TipepbIBAHUS 110 MeTHLIMHCKIM
nokazaHusaM — 1o 32%. bonee 60% GepeMeH-
HOCTel Moce TIpoBefeHNs KOPIOLIEHTE3a 3a-
KAHUYHMBAKOTCH POXKIECHHEM 2KHMBBIX HE'I‘eﬁ.

[To JaHHBIM JTUTEPATYPEl, YACTOTA Mpephl-
BaHWi1 DepeMeHHOCTEN HENmocpeCcTReHHO
TI0CIIe KOPAOIIEHTe30B OTHOCUTENTLHO HeReJTH-
KA M COCTAaBIsIeT B cpeiHeM 2% B riepecueTe Ha
ob11ee KOMUYeCTBO WHBA3UBHBIX TPOLIEIYP
(ta6i. 10.7), omHAKO Y pa3HBIX ABTOPOB 3TOT
riokasaTesb BappupyeT ot 0 mo 8,8% |2, 91].

Ilo HameMy MHeHMKO, Haubonee 00BEK-
TUBHBIE JaHHBIE ( 1, 1% ) npyBeneHsl B Mccie-
JoBaHuu A.Ludomirsky [95], koTopslii 06006-
LA onBIT paboTs! 10 NepUHATAIBHBIX LEHT-
poB CIIA ¥ mo3ToMy cMOT MpOaHAITHU3HPO-
BaTh pe3ynbTaThl 0onee 7000 KopaolLieHTe 30B.

I'oBOps 0 Ge30MacCHOCTH KOPAOLIEHTE3a W O
YAcTOTe OCJIOXHEHWI, CIENYET YIUTHIBATD, YTO
YCpeIHEHHBIE TTOKA3aTeM YaCTOThI TIpeHa-
TaTbHEIX TIOTePb He OTPAXKAIOT PeabHYIO K-
HHYeCKYIo cUTyalnio. K HacTogieMy Bpeme-
HH OITyOIIMKOBAHO MHOIO paboT, JIEMOHCTPH-
PYIOLIUX B3aMMOCBA3b MEXIY COCTOSAHUEM
TUTOAA B MOMEHT KApHOTUITMPOBAHWS M Yac-
TOTOI MpepbiBaHKil OepeMeHHocTH. Hanbo-
Jiee MOJIHBIN aHaIU3, BKIovarmumit 1981
KOpIOLEHTe3 ¢ U3BeCTHBIMM McxoaaMu Gepe-
MeHHOCTH, Obl1 mpoBeneH B 1998 roay
A.Antsaklis 1 coarT. [62]. ABTOpH pa3neny-
JTH TIOKA3aHWs K KOPAOLIEHTe3Y Ha 5 TPyII:

TaGmuua 10.7. YacToTa noTeps NNoaoB Nnocne KopaoLeHTeaa

ABTOp KonuuecTteo MNotepy Nnonoe [MNoTep NNOAOR
KOPAOUEHTE30B no 2 Hep nocne B CpOKe > 2 Hep nocne
KoppoueHTeza, % KopooleHTeaa, %
F.Daffos u coast., 1985 [98] 606 0,8 1,1
C.Weiner, 1987 [2] 96 0 0
C.Weiner, 1988 [84] 1400 0,15 -
C.Donner v coast., 1989 [88] 144 0,8 1,9
M.Wittle, 1989 [100] 0,5 -
P.Boulat v coasrt., 1990 [60] 322 1.24 1.86
F.Orlandi u coasT., 1990 [63] 500 4.3 -
D.Maxwell u coast., 1991 [91] 268 8,8 -
A Ludomirsky, 1993 [86] 7462 1,1 -
3.AlinamMazsaH u coasT., 1993 [51] 212 2,91 0,97
R.Snijders, K.Nicolaides, 1994 [101] 1169 1,0 1,0
C.Weiner n coasr., 1996 [75] 0,9 -
A_Antsaklis v coaBt., 1998 [62] 1981 25 0,6
E.l0ouHa, 1998 [7] 522 25 1,3
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KOBP/JOIEHTES

1) AMarHocTHKa BHYTPUYTPOOHBIX WH-
dexumii;

2) ITMarHOCTUKA TeMOTJIOOMHOIATHIA;

3) npeHaTansHOe o0cnegoBaHHe — KapH-
OTHUIMHMPOBAaHHE B CBS3H C BO3PACTOM MaTepH,
B CBA3U C OTKJIOHEHHUAMHW CHIBOPOTOYHBIX
MapKepoB KpPOBH MaTepH, B CBA3H C HEYC-
TMEeLHbIM [TATOTeHeTHIeCKHMM aHATHU30M T10C-
Jie aMHUOLIeHTe3a;

4) KapHOTUITMPOBAHKWE B CBA3U CO CTPYK-
TYPHBIMH aHOMAJIMAMM, BEIABIEHHBIMH TTPH
VIIBTPAa3BYKOBOM HCCNENOBAHWNH, MHOTO- M Ma-
JIOBOJIMEM, A TAKXKE HEMMMYHHOI BOMSHKOI;

5) obcrnegoBaHye MIOAOB C TSXKeJoM hop-
MO 3aJIepKKH BHYTPUYTPOOHOTO pasBUTHA.

OO01IHiT pHUCK TTOTEPB TTOCTIE KOPAOLIEHTE -
3a B UCCJIeAyeMOIi TpyIre aBTopbl OLIEHWIH
B 4,8%, notepu B TeueHUe 2 HeJl TTOCIIe MyH-
KIIUH COCTABMIM 2,5%, HO JeTallbHbIA aHa-
JIN3 NPOJIEMOHCTPHUPOBAT CTATHCTHYECKH
JIOCTOREPHYIO pasHHIly B HeOMarompusITHBIX
MCXO0AAaX B 3aBUCMMOCTH OT TIOKA3AHWS K MH-
BazsMBHOM juardHocTuke ( p<0,001). Haubo-
Jiee BBICOKHE ITOKa3aTes i ObLTH 3aperucTpy-
POBaHLI BIpYIIIe ¢ 5XorpapuyecKuMu U3mMe-
HenusMu (13,1%) u ¢ 3agepXKKoii pasBUTHS
1uioaa (8,9%), To ecTh B TeX CIydasx, KOraa
H3HAYaJIbHO BHYTPUYTPOOHOE COCTOAHME
rofa ObUIo HapyleHo. B rpyrimnax «rpeHa-
TaIbHOE 00CIeloBaHIe» W «THATHOCTHKATE-
MOTIIOOHMHOIIATHIT» TIpepPHIBAHN OepeMeH-
HOCTH B TiepBble 2 HeJl 1ociie KOpAoLeHTe3a
OBLIM 3aperuCTPUPOBAHBI TOJIBKO B 1% M
1,6% cny4daen.

HuTtepecHble 3aKOHOMEPHOCTH OBLTH BbI-
SIBJIEHBI MPH W3YY€HHM TOTePh MIOA0B He
TOJIBKO B 3aBUCHMOCTH OT TTOKa3aHW4 K KOp-
JIOLEHTE3Y, HO H B 3aBUCUMOCTH OT CpOKa
OepeMeHHOCTH, B KOTOPOM OBLIO IIPOBEAeHO
obcreoBaHue. ABTOPEl YCTAHOBWIM CTaTH-
CTHYECKH JOCTOBEPHYIO CBA3b YacTOTHI [10-
Tepb TUIO/IOB € 3a/Iep>KKOil pasBUTHA M CpPO-
KoM GepeMeHHOCTH, B KOTOPOM TTPOBOAWIICS
KopaoneHTe3. B gpyrux rpymnmnax moxoxmx
3aKOHOMEPHOCTeI BBIsIBAeHO He Obl1o. Kpo-
Me 3TOro, B 5T0i1 paboTe ObL1a OTMEYeHA TeH-
JIeHIWA K YBEJIMYEHUIO YACTOTHI ITpe phIBAHIA
OepeMEeHHOCTH C YBETMUeHHEM YMCIIA TTOTIhI-
TOK TIpOBeIeHUS1 KOPAOIIEHTe3A.

AHaNOTHYHEBIE AaHHBIe OBLIH TTOJMYYEHbI
D.Maxwell u coast. [91], B MccieqoBaHUsAX
KOTOPBIX YacTOTa OOILMX MOTEPh TUIOAOB, He-
MOCPeICTBEHHO CBSI3AHHBIX ¢ MPOLEAYpOi,
OBL1a OYeHb BHICOKOM M cocTaBisiia 8,8%.
CorocTapineHUe aBTOpaMK BUIA TMOKA3aHU
K KOPAOLIEHTe3Yy U YaCTOThI ITPephIBAHUNA T10-
Ka3aJi0, UTo HanboJbliiee KOJTMIeCTBO CAMO-
[MPOU3BOJILHBIX MMpepbIBAHWIN OepeMeHHOC-
Teil 1 BHYTpUyTpoOHOI rHbes perucTpoBa-
JIOCh Cpemu IMalueHTOK ¢ HEMMMYHHOM BO-
AsIHKOM 1utoaa (25%) v BpoXIeHHBIMU
anomamusamy (6,6%), a nanvensiiee (1,3%)
— B TpyIIIie, rje NMOKa3aHUuIMHU K KOpAOLEH-
Te3y ABWICH OTATOLLEHHBIN aHAMHES.

ITo mauueiM KIMHUKHK Kings® College
Hospital (BemikoOputanust), 8 u3z 10 mnomon
C HEMMMYHHOI1 BOJIIHK Ok morn6Gu yepes 1—
6 HeJl ITocie KOpAOLEHTe34a, a IpH IpoBejie-
HIM KOPAOLIeHTe3a JII MCKMIOYeHWS Tajlac-
CeMWUM WM MPH HATAYMM 3XOTpadimaecKmux
MAPKEPOB XPOMOCOMHBIX abeppariii 4acTo-
T4 MpepbIBAHUI COCTABUIA TOJIBKO (%, rnpu
3TOM BCe MpepbIBaHKA MPOM3OLLUITH B ITepBOii
cepuu ucciepoBanuii u3 150 npouenyp [59].

ITo mannaeM P.Boulot 11 coant. [60], ipu-
YMHOM ITpephiBaHMil DepeMeHHOCTH MIIH
BHYTPUYTPOOHOI rbeITH IIOA0B IMoctie Kop-
JouenTesa B 40% ciiyyaeB sIBISIOTCH XOpPHO-
AMHUOHWTHI, B4(0% HaOmoaeHui Hemocpe/i-
CTBEHHYIO TIPUUWHY HeOIATOTIPUSTHOTO UC-
X0/1a BBIABUTH He yaaercs. Halum cobeTpeH-
Hble MHOTOJIETHHE UCCIIEAOBAHMA TIOKA3AIH,
YTO CAMOTIPOM3BOJNIbHEIE TIpephiBaHus Oepe-
MEHHOCTH B TeueHHe 2-X HeJl Mociie KOpao-
HeHTE3a COCTABIIAIOT OT 2 mo 2,5% oT obiIe-
ro KoJM4ecTna o0chnel0BAHHBIX MTALMEeHTOK.
W3 obiero yncsa BeIKWAbIIEH B 23% ciy-
JaeB TIPUYMHOM TIpe phIBAHMS SIBIISTIOTCST XO-
PUOAMHHOHMUTHI, B 15% — Tsxenas popma
[IaleHTApHOM HEIOCTATOUHOCTH M 3aJIepXK-
Ka pa3BUTHA 11014, B 30% — MoBbIllIeHHAs
COKpATHUTEeNbHAS AKTUBHOCTH MATKH, B 32%
— HeTocpeACTBeHHYIO TIPUINHY Hebiaror-
PUSITHOTO MCXO/la YCTAHOBMTE He YOAeTCs.
OrtpaneHHble TIOTepH cocTaBsoT 1o 1,5%,
a MepuHATAIbHBIE MTOTEPU — He TIPEBBIILIAIOT
2,5%. bonee yueM B 85% ciiyuaeB aHTeHATATb-
HAas WM TlepuUHATATbHAs THOeNTb HACTymaeT
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B CBSI3M C HATUYHEM MOPOKOB Pa3BUTHS ILT0-
I1a, He COBMECTHMBIX C XXW3HBIO (TIPU OTKAa3e
MAlHeHTOK OT IMpepbIiBaHUsA OepeMeHHOCTH
1Mo MEIWLIMHCKHM IMTOKA3aHHWAM), WIIH TSXKe-
71011 (POPMBI TUIALIEHTAPHOM HEIOCTATOYHOC -
TH. B ocTanbHBIX ClAydyasx MoBOAOM HebOna-
TOTIPHATHOIO MCXoAa OepeMEHHOCTH B OC-
HOBHOM SIBJIAIOTCS aKyLIEepCKUe MPUYUHBIL.

SAKTIOYEHUE

Pesynsrarsl MHOIHX MCCITeIOBaHIIA, a TAK-
3Ke Halll COOCTBEHHBII OIMBIT CBUIETENILCTRY -
10T O TOM, YTO KOPHOLEHTe3 SABJseTCs OUeHb
HH(pOPMATHUBHEBIM, JIOCTYITHBIM M BITOJIHe Oe¢-
30TIACHBIM MeTOIOM TIPeHATAIBHOIN MUATHOC-
TUKW. CoOmofieH e METOIMYECKIX PeKOMEH-
JAIAH W TTPABUI TMO3BOJIAET CHU3HTD YacToTy
OCJIOJKHEHUI, CYIIIECTBEHHO PACIIMPHUTh BO3-
MOXHOCTH JIOPOIOBOTO 00CIIEIOBAHMS H CBO-
€BpeMEeHHO BHECTH M3MeHEeHUsI B aKyILIePCKYIO
TAKTUKY BeleHWs MALMEHTOK.
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