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Tabnuuya 1.

AvHaMukKa BbISIBNEHUA CUHAPOMOB C opodaumnanbHbIMU
pacwenuHamu (no M.M. Cohen, 1997)

3mMonorus 1971 rop 1978 ron 1990 rop,

MoHoreHHble CHHAPOMbI 39 79 193
AYTOCOMHO-0OMUHAHTHbIE 17 35 69
AyTOCOMHO-peLieccuBHbie 18 39 104
X-CuenneHHble 4 5 20

XpOMOCOMHbIE CUHPOMBI 15 29 49

CWHApOMBI TepaToreHHble 0 6 10

CHHpOMBI HEU3BECTHOI TMONIOTMM 18 20 90

Bcero 72 154 342

Bbickasbigasi ceoé MHeHue no OaHHoU npobneme, Mbi Ornupaemcs Ha
HakoneHHbIl 3a HeCKobKo decssimunemutl onkim 6 fiedeHuu demeli ¢
8POXOEHHBLIMU OpoghayuanbHbIMU pacuyenuHamu, HaduHasi ¢ OCHO8OIO-
nazarowjux pabom ocHoeamens kagedpb! A.A. Jlumbepea u €20 yyeHu-
koe — B.A. Koanoea, B.1. 3HameHckozo, I A. Komosa.

FMABA 1.
HEKOTOPDbBIE ONMPEAENEHUA U NOHATUA
CMHAPOMONOIUU

B HacTosiLee BpeMsi TEpPMUH «CUHOPOM» SIBNSIETCA HEOAHO3HAYHbIM,
TpakTOBKa €ro 3aBUCUT N OT KOHTEKCTAa M OT TPAAULIMOHHOIO MOHSTUN-
HOro annapara KOHKpeTHOro pasgena MmeguuuHbl. B 3Huuknoneanyeckom
cnoBsape MeauuMHCKUX TepmunHoB (1984) npuseaeHo cnepytollee onpe-
Aenenne «CuHapom (syndromum; rpey. cTe4yeHue npusHakos GonesHu
syndromos BmecTe 6eryLuii; CMH. CMNTOMOKOMIIEKC) COBOKYMHOCTb CUM-
NTOMOB, 0ObeAUHEHHan eaVHbIM NaToreHe3oM; UHOr4a 3TUM TEPMUHOM
0603Ha4alT caMoCcToATeNbHbIE HO30MOMMYECKUe eAUHULIbI UMK CTaaun
(dbopmbl) kKakon-NBo GonesHm».

Tak, B KNUHUKe BHYTPeHHUX G6onesHen CUHOAPOMbI TpagULMOHHO
NPUHATO OENUTb HAa UX OCHOBE Pa3BUTUS: CTPYKTYPHbIE U3MEHEHUS
OpraHuMama — aHaToMU4ecKne CUHAPOMbI (CTEHO3 yCTbs aopThbl); PYHKLWU-
OHanbHble CUHAPOMbI (CUHAPOM apTepuanbHON TMNePTEH3UN); NaTonoru-
YecKue COCTOSIHUSA BCEro opraHuama — Hanpumep acTeHO-BereTaTUBHbIN
CVHAPOM, nuxopajka. BelaensoT npocTbie U CNoXHble, 6onblune CUH-
Apombl. Bonblune cuHAPOMbI NPEACTaBNSAOT KOMMNNEKC NaToreHeTUYecKu
CBSA3aHHbIX Mex/y COboi CMMMTOMOB M CUHAPOMOB (6POHX006CTPYK-
TUBHbIA CMHAPOM). PacnpocTpaHeHbl 3NOHMMUYECKUE CUMMTOMb! U CUH-
APOMbI — MPU3HaKK, NOMy4YMBLLME CBOE Ha3BaHUE OT COGCTBEHHbIX UMEH.
Hanpumep cuHapom Xunbbepa, cuiapom Mukeuka u ap.

B ncuxuatpum ydeHne o ncmuxonatoriornyeckux CUHApoMax, Brepsbie
pa3paboTaHHOe HEeMELKOW NCUXMATPUYECKON LLKOMON, ABMSETCS OCHOB-
HbIM MOHATUNHBIM U KNAacCUMUKaALUUOHHBIM UHCTPYMEHTOM. CovyeTaHune
0ObEeKTUBHBIX U CYyOBLEKTUBHBLIX CUMMNTOMOB NpeacTaBnaeT cobon cum-
NTOMOKOMIMMNEKC — MCUXONaTonornyeckui heHomMeH, Hanpumep ranmnio-
unHaumm. CMHOPOM — 3TO yXXe couveTaHue, NaToreHeTUYECKN eauHbIX,
CBA3aHHbIX OBLLIHOCTBIO MPOUCXOXKAEHUSI CUMNTOMOKOMIEKCcoB. Kak npu-
mep, npu KopcakoBCKOM CMHOPOME MMeeT MECTO NCUXOMaTonornyeckuin
heHOMEH — (pMKCaLMOHHaa aMHe3usl — OTCYTCTBUE aIeKBaTHOIO 3arnomMu-
HaHWA OKpYXXatoLLero.

B HacTosiee Bpems 6OMbLIMHCTBO UCcneaoBaTenen cYnTaioT, YTo
TEPMUH «CUHAOPOM» [OIDKEH ObITb OTrpaHWYeH OT TEPMUHA «HO3O0MOTU-
yeckast eguHuua». CMHOPOM — 3TO COBOKYMHOCTb NMPU3HAKOB, CBA3aH-
HbIX €4VHbLIM NaToreHe3oM, XxapakTepHas Ansi pa3nuyHbiX 3abonesBaHuii.
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B 3Huukrnoneguyeckom crnoBape MeauLMHCKUX TepMuHoB (1983) npuse-
AEHO cnepyiolLiee onpeaerneHe Ho30norm4eckon opMbl (HO30MOrM4EeCKoN
eauHULbl) — «onpefeneHHas 6onesHb, BbigerneHHas Ha OCHOBE YCTaHOB-
NEeHHbIX 3TUOMOrMKn N NatoreHesa U/vnu xapakTepHon KNUHUKO-Mopdono-
MMYeCKOMN KapTuHbI; eAUHULIA HOMEHKNATYpbl U Krnaccudmkauum GonesHen».
MoHaTMe Ho3onornyeckon hopmbl ropasao WMpe NoHATUSA cuHapoMm. Ons
Ho3omnoru4yeckon Gopmbl XxapakTepHo (MCxoas U3 ocobeHHOCTeN Knu-
HUKO-MOPEONOrNYECKON KapTUHbI) HE TONbKO CBOeobpa3une KNMHUYECKNX
CUMMTOMOB ¥ CUHAPOMOB, MPUCYLLIMX AaHHOMY 3abonesaHuio, npenmyLe-
CTBEHHYIO NoKanuaaumio npolecca, Ho U TUM NaToforM4eckoro npouecca.

B HeKoTopbIX cny4yasix CUHAPOM HACTONbKO TECHO CBSA3aH C MaToreHe-
30M, YTO TEPMUHbI CUHAPOM, BONe3Hb U PpacCTPOUCTBO B KOHEYHOM UTOTE
ncnonb3ylTea ANna HUX B3aumodaMeHsieMo. OTo ocobeHHOo kacaetcsl
HacneacTBeHHbIX cMHAPOMOB. Hanpumep cuHgpom [ayHa, cuHgpom MNatay
npeacTaenaloT coboi ManbhopMauun ¢ U3BECTHLIMW NaToreHe3amu, Nnoa-
TOMY KaXXObll U3 HAX NpeacTaBnseT coboi HO30MOMMYECKYI0 eauHULLY, YeM
NpPOCTO Habop NPU3HAKOB U CUMMTOMOB, HECMOTPS HA HOMEHKNaTypy CUH-
Apoma.

BbigeneHne cuHAPOMOB, XapaKTepusyoLwmnx BPOXAEHHYIO U Hacneq-
CTBEHHYI0 NaTosnoruio, B HeCKonbko 060cobneHHyo (Mo OTHOLLEHUIO K
KNUHUYECKUM WU NCUXONaTonorMyeckuMm CUHApOMaM) rpynny npoauKTO-
BaHO AOCTUXEHUAMMN reHEeTUKU U Apyrux byHaamMeHTanbHbIX U npuknag-
HbIX MEOULMHCKUX OUCLIUMITUH.

Knaccudmkauvs nopokoB pa3BUTHUS OPraHoB

Mopokun paseBuTUs opraHoB KnaccuhuuupyoT No creayrwmum nNsaTm
OCHOBHbIM NPUHLMNaM:

I. Mo aTtuonorum:

JK30reHHbIe NMOPOKMU (AeNCTBUE TepaToreHHbIX (hakTopoB hU3nNYECKoN,
XMMUYECKOIR, Bronormyeckon npupoab!).

OHAoreHHble (NOPOKW, BO3HMKAIOLWME B pe3ynbTaTe Hacneayembix
AedeKToB reHoB, aHOMaruin XpoMOCOM; yBeNnuyYeHne Bo3pacTta poaure-
nen).

MynbtudaktopmanbHbie NOPOKW.

Il. Tonorpado-aHatomuyeckas knaccupukaums (NMOPOKU YenicTHO-
nvueson obnacTtu, cepaeyHo-CocyaNCTON CUCTEMbI U Ap.).

I1l. KonnyecTtBo NOpokoB:

1. M3onupoBaHHbI NOPOK — MOPOK OHOro opraHa.

2. CucteMHble NOPOKU — NOPOKM OPraHOB OAHOWN CUCTEMBI.

3. MHOXecCTBeHHbIe NOPOKU — MOPOKU OPraHOB Pa3fIUYHbLIX CUCTEM.

IV. MexaHu3m pa3BuTus:

1. epBrYHbI NOPOK — NOPOK, (POPMUPYIOLLMIACS NoA BNUSIHUEM Tepa-
TOreHHoro gakTopa.

2. BTOpuYHbLI NOPOK — MOPOK, pasBUBAIOLLMIACS B peaynbTaTe nepeuy-
HOro nopoka.

3. AHomanag (no David W. Smith) nnun cekseHLuss — KOMNNeKc oaHOro
NepBUYHOTO U HECKOSbKUX BTOPUYHbLIX NMOPOKOB (Hanpumep aHoManapg
Mbepa Pobera).

V. Xapaktep MOpOnormiyecknx U3aMeHeHui:

1. AreHesusi/annasua — BpOXXAEHHOE OTCYTCTBMUE opraHa (npu Hanu-
YUM INIEMEHTOB 3a4aTtka UCMoNb3yT TEPMUH annasusi, Npu Ux oTCYTCTBUN
nopok 0603Ha4aloT TEPMUHOM areHesus).

2. N3meHeHue pa3mepa opraHoB: BpOXAEHHas runonnasus (Hepo-
pasBuUTUE OpraHa) u BpoOXaéHHas runepTpodus (yBenuyeHue opraHa).
Ha3BaHue HeKOTopbIX MOPOKOB U3 rpynnbl BPOXAEHHBLIX rMNepPTpoduii
HauyMHaeTca ¢ TepMUHO3NEMEHTa pachy-, Hanpumep naxurupus — yTon-
LLieHWe U3BUITNH rONTOBHOMO MO3ra.

3. YBenuyeHue yucna opraHoBs, Yalle BCero yaBoeHue (Hanpumep
ABOWHas ayra aopTbl). HasBaHMe Nopoka 4acTo HaYMHAETCHA C TEPMUHOS-
nemeHTa poly- (NoNuaakTUNUa — yBenuyeHne Yyucna nanbues).

4. TlopoKu pacrnonoXeHus: reTepoTonusi, IKTonus U akctTpodus. MNete-
poTonuein HasblBaloT BKIIOYEHWE TKaHU OAHOrO opraHa B Apyro, Hanpu-
Mep, Harnuyne OCTPOBKOB MaHKpeaTU4eCKoW TKaHU B CTEHKE KULLIKW, Yalle
ABeHaguatunepcTHon. MNop akTonuen NOHUMaKT HeobblYHOE pacnonoxe-
HWe opraHa, a TepMUHOM 3KCTpoghusi 0603HaYaloT BbIBOPOT MOMOro opraHa.

5. TNopoku pa3BUTUA KaHanoB U eCTECTBEHHbIX OTBEPCTUM. K HUM OTHO-
CATCA aTpe3ns (OTCYTCTBME KaHamna Unu ecTeCTBEHHOro OTBEPCTUS), UX
BPOXAEHHbIN CTEHO3 (CyXeHWe) 1 BpPOXXAEHHAA aKTa3ns (paclumpeHue).

6. HepaspgeneHue («cnusiHne») opraHoB. Ha3BaHue nopoka 4acTo
HayMHaeTcs ¢ TEPMUHO-3MNEMEHTA Syn- (Sym-), HanpuMep CUHAAKTUNUSA
(«cpocLumecs nanbLbly); CUMNOAUS, UMK «aHOManus pycanku» (Hepasge-
NEeHNe HWKHUX KOHEYHOCTEN).

7. BpoxaéHHaa AUCXPOHUS — HapyLLEeHWE TEMMOB CO3pEBAHUSl OpraHOB
1 TKaHen. Paanuyalotr ABa BMaa AUCXPOHUU — 3aMearfieHne U yCKopeHue
TEMMNOB pa3BUTUA OpraHoB. 3ameaneHue npoueccoB AnddepeHLNpPoBKU
NEeXUT B OCHOBE MEepCUCTUPOBaHUA (MepCUCTeHUUN) aMOpUOHanbHbIX
CTPYKTYp. MNepcuctupoBaHue ambpuoHanbHbIX Lenen Yacto obosHava-
eTcsa TepMuHOM auspadus (apadus), Hanpumep anspadusi NO3BOHOYHMKA.
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K nepcucteHumn aMbpuroHanbHbIX Lenein 0THOCAT opodaumanbHbie pac-
LLEMNHbI.

MNpencraBneHHas Bbilwe Knaccudukaumsa ABNSETCA «KNacCM4ecKomy,
Gonee NpMBbLIYHON AN NPAKTUYECKOro Bpaya.

BpoxaéHHble aHoManuMm MoryT HOCUTb MHOXECTBEHHbIV XapaKkTep.
WNx coveTaHne BO3HMKAET CNy4YalHO UNU SIBMSIETCA CreacTBMEM nartore-
HETUYECKN B3aUMOCBSA3aHHbIX npoueccoB. [Ins onucaHus CBA3e Mexay
OOHOBPEMEHHO BO3HMKAKOLUMKU aHOManNuUaAMK CyLLEeCTBYIOT creayioLiue
TEPMUHBI: «eeKTbl Nnornen pasBuTUa», «CEKBEHLUS» (Sequence), «CUH-
APOM» U «accoumaumsay».

B 1982 rogy MexayHapoaHas paboyas rpynna akcnepToB Mo BpOX-
AEHHbIM HapyuwleHuaM MopdoreHesa noa pykosoactsom J. Spranger,
(Spranger J. Benirschke K., Hall J.G., et al. Errors of morphogenesis:
Concepts and terms. Recommendations of an International Working Group)
pekomeHoBana crnegytollee onpeaeneHne BpOXAEHHOTO CUHAPOMA: CUH-
APOM — KOMNIEKC naToreHeTUYeCK POACTBEHHbIX BPOXAEHHbIX aHO-
Manui pasBuTUsA, He ABNSAIOWMUXCA CNeACTBMEM OQHOW CEeKBeHUUU
(nocnepoBaTenbHOCTU) UMW NONUTONHOIO AedeKTa NoNs pa3BUTUA.

[anee Mbl NpYBOAUM OnpeaeneHust U TEPMUHbI CUHAPOMOOMUU BPOX-
AEHHbIX U HacneaCTBEHHbIX NOPOKOB B uanoxeHuu B.I. ConoHuyeHko,
T.B. KpacoBcko.

CekBeHuus (sequence), Unu NocneaoBaTeflbHOCTb, — 3TUM TEPMUHOM
onpefenseTcsa peaynbrar NepBUYHONO HaYarnbHOrO BPOXAEHHOro AedekTa,
KOTOpbIX B CUIY NaToreHeTU4YEeCKMX B3aMMoaenCTBIUIA BbI3bIBAET nocrneay-
e fedekTbl, TECHO CBA3aHHbIEe C 3TUM HavarnbHbIM AedekTom. PaHee
B nuTeparype 310 0603Ha4anocb TEPMUHOM «aHoManag» Unu «KOMmeKkc
BTOPUYHbIX BpOXAEHHbIX AedekToB». MprMepom 3TOro NnoHATUS MOXET
cnyxuTb cekBeHuus MotTep (Potter sequence) — cuMNTOMOKOMNINEKC aHo-
Manui nnoga B Buae HeobblYHOro nNuUa (NUUO Nnoaa), MHOXECTBEHHbIX
XapaKTepHbIX KOHTPaKTyp 1 AedopmMaumii KoHeYHOCTeN. Bee atn gedpexThbl
06ycrnoBneHb! ManoBoaveM UMy OTCYTCTBUEM OKOMONMoAHbIX Bod. B cBoio
ouyepe/ib, ManoBoave MoXeT BblTb 06yCnoBnNeHo psAoOM pa3HOO6pa3HbIX
NPUYUH: namonaTuyeckoe maroBoaue, areHe3ns Unu apyrue BpOXaeH-
Hble JedeKTbl noyek, atpesust ypeTpbl. 3aecb BaXHO NOAYEPKHYTh, YTO
OOMH M TOT Xe CMMMNTOMOKOMNMEKC aHOManui Bbi3biBAaeTCs pasfnnyHbIMM
npuinHamu. CekBeHLMst — 3TO COBOKYMHOCTb HECKOMbKMUX NOPOKOB, KOTO-
pble ABMNAKTCA cCneacTBUEM €OMHCTBEHHOW U3BECTHOW UNu npeanonara-
€MOV NepBUYHON aHOManuu UnNn Bo3nencTBUS MeXaHU4Yeckoro akropa.
Tak, uMeloTcs cekBeHLMN Manbgopmaumin, Aedopmaunii U AU3pynLui.
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Bonee noapobHO O CyTU CEKBEHLMM U3NOXEHO B rnaee 3.

HedbekT nonsa pasBuTUS — 3TO NOHATUE UMEET AaBHIOK BUonornyeckyto
UCTOPUIO, TaK Kak nore pasBuTUA nogpasymMeBaeT HEKOTOPYIO ynopsigo-
YEHHOCTb U nepapxuio onpeaeneHHbIX perMoHoB 3MOpUOHa B pasBUTUM.
3OTu obnactu nony4nnu HasBaHue nons pasBuTUs. BaxHo, 4To 3TK nons
pa3BUTUS pearupyroT cXoaHbIM 06pa3oM Ha pasnuuyHble NoBpexaarLLme
dakTopbl. Ecnun B 3Ty peakuuto BoBrnekalTcs 6riM3ko pacrnonoXeHHble
aHaTOMUYECKM CTPYKTYpbl, TO 3TO 0603HaYaKT Kak « MOHOTONMHLIN AedekT
nons pasBuUTUSI», @ eCriv BOBMEKalTCca aHaTomuyeckn bonee otganex-
Hble CTPYKTYpbl, TO 3TO «MOMUTONHbLINA AedeKT nonsa pas3BuTusny. [ledekTsbl
nonen pasBuTUsi — 3TO rpynna aHOMarnuin, NPOUCXOASALLNX B pe3ynbrare
HapyLleHus eanHon obnacTtu passuTtus. lNone pasBuTua — 3aTo obnacTb
unu YyacTb amM6puroHa, npeacTaenstowas cobor Mopo-yHKLIMOHANbHYO
€0UHULlY, OTBETCTBEHHYIO 3a roKaribHble MEXTKaHeBble B3auMOOENCTBUS,
KoTopble obecrneynsaoT hopMUPOBaHUE OOHOM CITOXHOM UM HECKOMNbKUX
NPOCTbIX aHaTOMUYeCcKUX CTPyKTyp. [Noka He cocTaBrneHO NOSHOM KapTbl
noren passuTna Yenoseyeckoro aMbpuoHa, HoO OHa MOXeET BbiTb nocTe-
NEeHHO COoCTaBrneHa NyTeM KnaccuguuupoBaHusa BCcex ManbcopmMauuii y
YenoBeKa U Noucka NpPUYMH reTeporeHHOCTU MeXay HUMM.

Bce 3T OCHOBHbIE MHOXECTBEHHbIE BPOXAEHHbIE Ae(DEKTbI — CUHAPOM,
CEeKBEHLMS U NONUTOMHBIN AedeKT Nons pa3BuUTUs BbigensaTcsa U3 Haubo-
nee MHOTOYMCITEHHOW rpyrnbl aCCOLMaLIM, T. €. HECMNy4YalHOro KoMnnekca
BPOXAEHHbIX aHoOManui, obHapyxusaeMbix y AByX U Gonee nNauMeHToB.
YacTo HavmeHoBaHWe accoumaLumn 4aeTcs B BUAe akpoHUMa, T. €. U3 code-
TaHusa OyKB OCHOBHbIX KNMMHUYECKUX cumnTtomMoB, Hanpumep CHARGE-
accoumauus:

Coloboma — gedeKTbl pagy>Ku UM cocyancTom o6omno4Kku.

Heart — BpoxaeHHble aedekTbl cepaua.

Atresia choane — aTtpesus xoaH.

Retarded growth — 3agepxka cuanyeckoro passutus.

Genital anomalies — aHoManuu NOMoBbIX OPraHoB (FMNOreHUTanu3m).

Ear anomalies — xapakTepHble aHOMarnum yLHbIX pakoBUH.

nunu

VATER-accouuauus:

Vertebral anomalies — HapyLueHWe CTpOeHUs NO3BOHKOB.

Anal atresia — atpeaus aHyca.

Tracheo.

Esophageal fistula — TpaxeonuiieBoaHbIN cBULL,.



FMABA 2.
HAMBONEE PACTPOCTPAHEHHDIE
BPOXAEHHBIE AHOMAJNIUU, BKNTIOYAIOLLUE
OPOD®ALUUANbHBIE PACLWLEJIUHDI

M3 MHOXeCTBa BbISIBNEHHbIX CUHAPOMOB C OpodaumanbHLIMU paclie-
NHaMK pas3nuyHbIX No TUMy HacneposaHus (Tabn.1), nogpobHo paccmo-
TPUM NKLLb HEKOTOpble, Hanbornee 4YacTo BCTpeYaloLmecs.

K mepamoaeHHbIM cuHOpoOMaM OmHOCsm:

PeTanbHO-ankoronbHbIA, TanNnMAOMUAHbIN, aMUHONTEPUHOBLIN, rMaaH-
TOUHOBbIX, CUHAPOM a8MHUOTUYECKOW CBSI3KWA, TPUMETAANOHOBBIN.

K aymocomMHo-0oMuHaHmHbIM cuHOpPOMaM OMHOCSIM:

CuHapom akpoocTeonusa — pacuienuHa Héba, «pacTBOpeHue» KoHLe-
BbIX panaHr ¢ yroneHnemM nanbLes, HU3KUIA POCT, KMdo3, BarnbrycHas
AedopMauus rofieHn, MUKporHaTusi, gonuxouedanus, npexaespeMeH-
Hoe BbinageHue 3y6os.

CuHpapom BaH gep Byaa — pacienuHa rybbl u HéGa, rybHble SMKW.

Cunpapom lNonbaeHapa — pacuwenvHa rybbl U HE6a, MHOXECTBEHHbIE
Ha3anbHO-KNEeToYHble KapLMHOMbI, KUCTbI YEMKOCTU, aHOManus ckernera.

CuHpapom lNopnuHa — paciyenuHa rybbl u Héba, 0qHOCTOPOHHAS AWUC-
nnasus yLHOW pakoBWHbI, OAHOCTOPOHHSAS MMMNOMNNa3unst HWKHEYENIOCTHON
BETBW, pa3nuyHble anubynsbapHbie AepMovabl, aHOManum NO3BOHOYHUKA,
MOpOKK cepALa, aHoMmanum noyek u reHuTanuin.

CuMHAPOM KIIOYMYHO-YepenHON aucnnasnm — pacuenuHa Héba, wmpo-
KW CBOJ Yepena, HesapalleHHble pOAHWUYKU, ManeHbKoe Nnuuo, YepBe-
obpasHble KOCTU, NULIHKE 3yObl, OTCYTCTBME UNU FMNOMNMAa3nusa Kouu,
Opyrve aHomanuu ckenera.

CuHgpom Crtuknepa (G.B. Stickler) — gucnnasus coeguHutensHom
TKaHW, Bbi3aBaHHas MyTauuein reHa COL2A1, koTopblit kogupyeT kornareH |l
TMNa knacca anbga-1 (oanH U3 OCHOBHbIX KONNareHoB KOCTHOM TKaHW, Xpsi-
LLIeBOW, CYyXOXUINNIA, CTEKINOBUAHOIO Tena). XapakTepHa MUOMNUsi, OTCronka
ceTyaTKu, reHepanua3oBaHHas apTponartus, pacllenuHa Héba, runonnasus
CcpefHen U HUXKHEW 30HbI NULA, HapyLUeHWs crnyxa, cnoHaunoanudusap-
Has gucnnasvs. B GonblUMHCTBE CryvyaeB acCoOLMUPOBaH C CEKBEHLMEN
Mbepa PobGeHa.

Cunpgpom ®paHyecketrTn (Tpuuepa KonnuHza—dpaHyeckeTTy —
YyentocTHo-nuueson ansoctos, T. Collins, A. Francescheliti, Klein) myTa-
umm reda TCOF1 (B nokyce xpomocombl 5q31.3-33.3), koTopblit KogupyeT

| 17

AOPbILLKOBbIN (hochonpoTenH, oTBEYaloLWnIA 3a hopMUpoBaHNe YepenHo-
nuueBou Yactu ambpuoHa Yenoseka. [luarHocTmyeckue NpuU3HaKku: aHTu-
MOHIOMOUAHbIV pa3pes rnas, konoboma BeK, MUKpOrHaTusi, ABYCTOPOHHAS
rNONNasns CKyroBbIX KOCTEN 1 OpBUT, aHOManuM yLLHbIX pakoBUH, AedeKT
cnyxoBoro npoxopa, Yacto — pacwenuHa Héba n makpoctomus. OTCyT-
CTBME PECHUL, HA HUXKHEM Beke. Bua «ntuybero nuua» (puc. 1).

Cungpom dpepa—Malis — paciyenvHa rybbl n HéBa, makpouedanus,
rMnepTenopuam, NIOCKUIN HOC, NepeKpPy4EHHbIN 3aBUTOK, ME3OMENUS, K-
HOOAKTUIUS, aHOManun NO3BOHOYHWKA U FreHUTanun.

Puc. 1. lluuesbie npusHaku cuHapoma ®paHyeckertu (Tpuuepa KonnuHsa—
®paH4ecKeTTH)

K aymcomHo-peuyeccusHbIM CUHOpPOMaM OMmHOCAM:

Cunapom KO6epra—XanTtBopaa — paciyenuia rybol n Héba, MukpoLie-
chanus, rMnonnacTUYHble AUCTanNbHO pacnonoXeHHble 6onblune nanbLbl
PYK, KOPOTKME Ny4eBble KOCTU.

CuHapom Mekkens — paciienuHa rybbl u HEGa, nonuaakTUnus, NouKu-
CTO3 MNoYeK, 3HLedanouene, NOPOKU cepaua 1 apyrue aHomarnumu.

Cunpgpom Bukcnepa — pacuwenuHa rybbl 1 HEGa, runepTenopuam,
MWUKPOOTUS, aTOHUSA NOoYeK, BPOXAEHHbIE MOPOKU cepaLua, oTcTaBaHue B
pocrTe.

Kpuntodansm, curapom dpeiizepa — paciyenvHa rybol n Héba, kpunto-
chanbm, HeHopManbHas NobHas NUMHUA PoCcTa BOMOC, pasnuyHas CUHAAKTU-
N1 Ha pykax 1 Horax, kornoboma KpbinbeB HOca, aHOManuu Mo4ernonoBon
cucTemsl (puc. 2).
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LiepebpokocToMaHaMONSpHLI CUHAPOM — pacluenuHa Héba, MukpoLie-
danus, aedekt pedep.

CwHapom KpuctuaHa — pacuienuHa Heba, KpaHMOCUHOCTO3bl, MUKPOLLE-
danus, apTporpunos, NpuBeaeHHbIA GONbLLON naneL, pyku.

Puc. 2. Cunpgpom ®Ppeinsepa. Kpuntodranbm, Konoboma nesoro Kpbina Hoca.
Pacuwenuxa HéGa. CobcTBeHHOe HabnioaeHue

XpoMocOMHble cCUHOPOMBI, BKNoYaowme opodaumanbHblie paclie-
NWHbI, Hanbonee TaXenble KNuHUYecku. Kak Heoba3aTenbHbI CUMNTOM,
paciienvHa HéGa u/vnu rybbl MOXeT BXOAUTb B GONbLUIMHCTBO XPOMOCOM-
HbIX cuHapomoB. Hanpumep cuHgpom [ayHa, cuHgpom Matay v ap.

2.1. ®eTanbHbIA ANKOrO/NbHbIA CNEKTP HAPYLUEHUH

lMopoyHoe aencTeme ankorornsi Ha Nog U3BECTHO C rMyBokon ApeBHO-
€T 1 3achukcmpoBaHo ewwé B bubnum «...U asunca AHren NocnoaeHs xexe
1 cKasarn eu: BOT, Tbl HENMNOAHA U He poXaaellb; HO 3a4Hellb, U poauLlb
CblHa; uTak 6eperncb, He nei BUHa U CUKePa, U He eLlb HUYEro HEYUCTOro»
(KHUIA CYOEWN USPAUNEBbLIX 13-1V).

B HacTosiee BpeMsa He Bbi3bIBA€T COMHEHWI, YTO BO3eNCTBUE anko-
rons MOXeT NOBPeAuTb PasBUBAIOLLMIACS NIOA U ABNSETCA BeayLuen npu-
YMHOW BPOXOEHHbIX Ae(PEKTOB, a TakKe KOTHUTUBHBLIX U HEBPOMOrMYEeCKUX
HapyLlleHUn. AKTyanbHOCTb U3Y4YeHUsi MpeHaTanbHOro BIUSIHUA ankorosns
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obycnosneHa, B TOM YuCe U TEM, YTO, HECMOTPS Ha NponaraHay 340po-
BOro obpasa XusHu, ynotpebneHune ankorons B Mupe Bo3pactaer. Nme-
0TCA cBefeHns, YTo 89 % pPOCCUICKMX XEHLUMH AeTOPOAHOro Bo3pacTa
noTpebnsaoT ankoronb 1 Ao 65 % umeloT annM3oabl HEYMEepPEeHHOro noTpe-
6neHus ankorons (bonee 4 ctaHaapTHbLIX 03 ankoronsa 3a oAHO «3acTo-
noe»). MNpun atom 6onee NONOBUHBLI CEKCyanbHO aKTUBHbLIX POCCUMCKUX
KEHLLMH He MUCMOMb3YIT KOHTPaLenTUBHbIE CpeacTBa UMW UCMONb3yHT
nx HeperynspHo. Cepb&3HbIX CTaTUCTUYECKUX cBeaeHuin 06 ynoTpebne-
HuM ankoronst 6epemeHHbIMU B Poccum HeT. Takum o6pa3om, B CBSA3U CO
3Ha4MTeNbHbIM YPOBHEM arkoronmaauum u HU3KON CeKCyanbHOM KynbTy-
POV MEETCH BbICOKUIA PUCK POXKAEHMS AETEN C heTarbHbLIM ankoronbHbIM
CMEeKTPOM HapyLUeHUMA.

O6cnenosanus, nposeaeHHble B CLUA, nokasanu, 4to go 30% Gepe-
MEHHbIX XXeHLUMH ynotTpebnsanu ankoronb Ha pasHbliX Cpokax GepemeH-
HocTu. Okono 4,7 % ceBepoamepuKaHCKUX GepeMeHHbIX ABNSAITCS
ankoronvkamu. B cemunaecstble rogbl XX Beka eTanbHbi ankorornbHbIn
cuHapom (PAC) 6bin oxapaktepusosaH B CLUA kak cepbe3Hasn yrposa
obLecTBeHHOMY 30p0oBbi0. OTHacTH NoTomMy, Yto cheHomeH GAC pe3oHu-
posan ¢ 6onee LWMPOKMMMU coumanbHbIMU Npobremamm (kectokoe obpa-
LeHne ¢ aetbmn, 6e3Han3opHocTb, 6egHocTb). Mo aaHHbIM D.K. Fast,
J. Conry, C.A. Loock, onybnukoeanHbIM B 1999 roay, y 20 % v 6onee Heco-
BEPLUEHHOMETHUX NpaBoHapyLUUTENEN BbISBNEHbI CUMNTOMbI (heTanbHOro
arnkoronbHOro cnekTpa HapyleHun. No mepe Toro, kak 03abo4YeHHOCTb
3TOM coumarnbHoOn Npobnemoi Bbixoauna 3a pamku YpoBHS, onpaBaaHHoro
cyuiecTsyloWMn aokasatenscrsamu, PAC npuobpena cratyc «moparb-
HOW naHukuM». MopanbHas naHuka — 3TO npeyBenuyeHHas 3aboTta o
Kakon-To coumanbHon npobneme. KonuyecTtso ankorons, notpebnsemoro
BO BpemMsi 6epeMeHHOCTU, KOTOpoe NpeacTaBnserT onacHoCTb Ansa Gyay-
wero pebeHka, ABNAETCA KPUTUYECKON TEMOIN AN CO3AaHUA MOparbHOM
naHvku B oTHoweHun ®AC. B HacTosiLee BpemMst HET eANHOTO MHEHUS O
«A0NyCTUMOM» KONnM4yecTse ynoTpebneHun ankorons Bo Bpemsi 6epemeH-
HocTu. B CLUA k koHLUy 70-x rogoB XX Beka cyMTanoch, YTO OMacHOCTb
®AC cBszaHa ¢ nobbIM KONMYECTBOM BbINUTONO ankoronsi BoO BpeMs 6epe-
MeHHOoCTU. OLEeHOYHbIE NOPOroBble 3HAYEHUs1 yNoTpebneHns ankorons
BepemeHHbIMU 1 ero KpaTHOCTU BbINK 1 NPOAOIMKAOT NOABEPraThbCs pery-
NAPHOMY U3MEHEeHU0. Hanpumep, XeHLUMHa, KoTopasi BbiNMUBAET Kax bl
AeHb N XeHLMHa, KOTopas BbINMBaEeT pa3 B Hegenio, notpebnss cpasy
LecTb Unn Bornee HanNUTKOB, — pa3Hble MoAeNy ankoronuaauum u pucka.
Kaxxgas ns atux mogenen ynotpebneHus ankoronsi npeacTaBnsieT NoTeH-
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LnanbHO O4YeHb pasHble YPOBHU BO3IEMUCTBUS ankorons Ha XXEHLUMHY 1 ee
nnoz. lNockorbKy NMKOBbIE YPOBHW ankorons B kposu (BALS), JOCTUrHY-
Thi€ 32 OAMH N304 Ha BbINUBKY, ABMATCA peluatrowmm caktopom 8 PAC,
Mepa «CpeaHNX HanWTKOB» UCKaXXaeT B3aMMOCBSI3b MEXAY ankoronem v
TepaTtoreHe3oM. Pasnuune mMexay Konu4ecTBOM HanuTKOB 3a 3N1304 yro-
TpebneHus ankorons U KONMYECTBOM HaNWUTKOB B HEAEM0 WU MecsiL B
3Ha4MTENbHON CTeneHn 3amanymneaeTcs B ny6nunyHbix obeyxaeHnsix GAC,
KOTOpbIe, KaK NpaBumno, oLieHMBatoT Nobow TMN NoTpebneHns ankorons Kak
onacHblil. OgHako B HacTosiLee BpeMsi GOMbLUMHCTBO TEPaTONOroB CYM-
TaloT, YTo Hanbonee cepbesHas cUTyaums HabnoaaeTcs B criyqasx norpe-
6neHnsi GonbLUMX KONUYECTB ankorons — 6onee 4-5 CMUPTOBbIX €AUNHUL, 33
KOPOTKMI NPOMEXyYTOK BpemeHn. CnvpToBasi eanH1La — 3T0 NpUMEpHO 12 1
cnupTa, coaepxallerocs B 125 mn BuHa, B 330 mn nuBa, B 40 Mn Kpenkoro
ankorons. 3TOT pexum noTpebnexns ankorons Gonee onaceH, Yem pas-
Hoe noTpebneHue B TeueHne 6onee AnuTensHoro nepuoaa spemeHn. Mpu
BepemeHHOCTH cyTOuHas [03a B 1—2 ankoromnbHbIX €AUHNLL MOXET Npu-
BOAWUTL K pacCTPOWCTBY AedULMTa BHUMAHUS, KOTHUTUBHBIX HapyLLEHWN,
HapyLUEeHHOMY CoLManbHO-aMOLIMOHANbHOMY pasBUTUIO pebéHka. Boamox-
HOCTb pa3BUTUA HAPYLUEHWIA, CBA3AHHbIX C ankoronem, NpucyTcTByeT Ha
NpOTsHKeHUn Bcero nepuoaa 6epemeHHocTH (Tabn. 3).

CunTaetcs, 4To deTanbHbI ankorofbHbIN CUHAPOM (PAC) 6bIn
Brepsble onucaHd 1968 rogy P. Lemoine, H. Harousseau, J.P. Borteyru,
J.C. Menuet. A kak cneuuduyeckunit knactep BpOXKAEHHbIX nedekTos,
BO3HUKAIOLLWMI B pesynbraTe BHYTPUYTPOBHOro BO3AenCTBUS ankorons Ha
3aMOBpUOH ¥ nnopa, npeacrasneHd B 1973 rogy K.L. Jones u D.W. Smith B
XypHane The Lancet. OgHako ewwé B 1961 rogy coBeTckuit akyLuep-ruHe-
konor M.A. lNMeTpos-MacnakoB B pykOBOACTBE M0 aKyLLepCTBY U MMHEKOSO-
TN B CTaTbe «MrneHa XeHLMHbI» ONUChIBan ycToiumBble cumnTombl GAC.

B HacTosiLlee Bpems NpUHATO 06beAnHsATL pasnnyHble BUABLI Hapy-
WeHUn y pebéxka, cBsizaHHble C NPSIMbIM TePaTOreHHbLIM U C Hecnel-
UbnYeckuM BO3AENCTBUEM arnkoronsi Ha 3M6PUOH W NNoJ, TEPMUHOM
«gbemaribHbill anKoz2onbHbIU criekmp HapyweHul» (PACH). B aHrmUCKoil
TpaHckpunumumn — Fetal alcohol spectrum disorders (FASDs). ®ACH — ato
HeamnarHoctuyeckun tTepmuH. B PACH BxogsaT:

®PeTanbHbIN ankoronbHbIN cuHapoM (PAC). B aHrnmMitcKoii TpaHcKpun-
uun — fetal alcohol syndrome (FAS).

HacTu4HbIN (NapunanbHblii) eTanbHbIi ankoronbHbI CUHAPOM
(4PAC). B aHrnmitickon TpaHckpunuum — partial fetal alcohol syndrome
(pFAS).

HapylweHusi HepBHO-NCUXNYECKOTO Pa3BMTMS B CBS3U C BO3aeil-
cTBuem ankorons. B aHrnuiickon TpaHckpunuuum — alcohol-related
neurodevelopmental disorder (ARND).

BpoxaeHHble NOpoku pasBUTUS, KOTOPbIE Pa3BUNUCH B CBSI3U C BO3-
Aencteuem ankoronsi. B aHrnuitckon TpaHckpunumm — alcohol-related birth
defect (ARBD).

HeliponoBeaeHyeckoe paccTpoiiCTBO, CBSI3aHHOE C NpeHaTanbHbIM
BO3aenCcTBMEM ankorons. B aHrnuickon TpaHckpunummn — neurobehavioral
disorder associated with prenatal alcohol exposure (ND-PAE).

HekoTopble uccnegoBaTeny CYMTaoT, YTO ANArHOCTUYECKUM TEPMUHOM
ABMNAETCH TONbKO «PeTarnbHbIii ankoronbHbI CUHAPOM» — no MKB-10 —
Q86.0 — ankoronbHbI CMHAPOM Yy Noaa (auamopdus).

Metoapl oueHkn ®ACH He Bcerga 0AMHaKOBbI, YTO OBBSICHSET UHO-
rAa 3Ha4uTeNbHble PacxoXAEeHUA B CTAaTUCTUYECKUX McCreqoBaHusix. Bo
®paHumm n KaHage 4actora ®PACH gocturaet 1% HOBOPOXAEHHbIX. Mo
AaHHbIM Ph. Dehaene, ony6nukoBaHHbIx B 1995 roay, Bo ®paHumn GAC
ABMAETCSH OCHOBHOM NMPUHUHOIN HEreHETUYECKON YMCTBEHHOW OTCTanocTy.
B nceneposanum, nposeaeHHom B Utanum PA. May, D. Fiorentino B 2006
roay, Aenaertcsa BbiBOA, YTO pacnpocTpaHéHHocTb PACH konebnetcs or 2
Ao 4%. B HekoTOpbIx 06WMHax ABCTpanuu 6bino BeiseneHo 12 % perteit
¢ ®AC, a no aaHHbIM C. Wahlquist 2015 roga ®ACH 6bin eLue Bbiwe. Mo
AanHbiM XK.J1. Manaxosow, onybnukosaHHeIM B 2012 rogy, B o6Leit nony-
nauum B P® yactora ®AC cocraensina 18—19 Ha 1000 cpeaw feteit paH-
Hero Bospacra. A B creuuanmampoBaHHbix yupexaeHusix 139 Ha 1000.

Tabnuya 3.

Bo3MOXHble HapyLLeHUs B NPeHaTanbHOM U NOCTHaTanNbHOM
nepuopae, Bbi3BaHHbIe ynoTpebneHnem ankorons B pasHbii nepuoa
GepemeHHOCTH (N0 AaHHbLIM C.S. Cook, 1987; F. Ferraro, P. Dehaene,

1996, J.A. Wilford, S.N. Mattson, 2002; I. Varescon, 2006)

Hekotopbie Bo3MOXHbIe HapyLIeHHs B NPeHaTaIbHOM K

Nepuop Bo3peiicTBuA ankorons MOCTHaTanbHOM NepHoae

[epsbie gy Moxer nomeluatb 06pa3oBaHmio 3UroTbI

Tpetbsi Hepens MoxeT BbI3BaTb NOPOKM Pa3BUTHUA a3

Mexay TpeTbeit u YeTBepToi Heaenei MoxeT BbI3BaTb NOPOKY PasBUTUS Yepena v uLa

[lo cebMoii-BOCbMOI HEAENH MoxeT BbI3BaTb 0pOdaLMaNbHbIE PACLLENMHDI

MoxeT Bbi3BaTb BPOX/EHHbIE Ae)eKTbi B MONOBbIX OpraHax
nnoaa, cepaue u auadparme

Hepens 11-16 IoBbILIEHHbIA PUCK Pa3BUTHA INMNENCHM

CenbMas Hepens
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Puc. 15. MaumeHTa ¢ MukporHaTuen (a) u rnocconto3om (b). Crpenka
Ha pucyHke b yka3sbiBaeT Ha CMeLleHMe A3blKa K rnoTke u 06Typaumio
AbixaTtenbHbix nyten. Mo M.G. Kaufman, 2016

B HacTosiLLee BpeMS HET OBLLENPUHATBIX U HAOEXHbIX AUarHOCTUHECKNX
crnoco6oB 06BLEKTUBM3ALIMN MUKPOrHATUM U PETPOrHaTUN B HeoHaTannbHoOM
nepuoge. CyuiecTByiolne 06beKTUBHbIE METOAUKA AUArHOCTUKU MUKPO-
rHaTUK, Npexae BCero TenepeHTreHorpadus, He NPUMeHUMbI B HeoHaTarb-
HblIi nepvoa. Kpome Toro, uHorga nyTaroT hmM3nornormyeckyto peTporHaTuto
1 aHOManbHY TMNONNAa3snio HWXKHeRn yentoctu (puc. 16). PetporHatus
(MaHambynspHas peTporeHusl) HOBOPOXAEHHOTo ABNAETCA Heobxoanmon
COCTaBNSAIOLLIEN apXUTEKTOHMKM YENOCTHO-NULEBOW 06nacT HOBOPOXAEH-
Horo ans obneryeHus poaoB M NOCneayLero rpyqHoro BCkapmnmnsaHus.
HWkHAS 4entocTb HOBOPOXXAEHHOTO B HOPME pacrornoXeHa B AUCTanbHOM
1 A3bIYHOM MONOXEHUN OTHOCUTENBHO BEPXHEWN YEeroCcTu B CpeaHeM Ha
10 mm. Mo aaHHbIM T.®. BuHOrpagoBow carmtTarnbHasi LWernb MOXET AOCTU-
ratb 14 MM. A3bIK HOBOPOXAEHHOIO B HOPME pacroroXeH Mexay anbBeo-
NAPHLIMK OTPOCTKaMMU, e UMeeTCs BepTukanbHas wernb 2,5 mM. B nepuog
hopmUpyioLLLErocs BpEMEHHOIO NpuKyca — oT 6 MecsiLeB A0 2 NeT — CooT-
HOLLIEHWEe B HOpME CTaHOBUTCS OpTOrHaTu4eckum (puc. 17).
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Puc. 16. Cxema COOTHOLUEHUA BEPXHEW U HUKHEW YernioCTU HOBOPOXAEHHOrO
B HopMe. ®duanonoruyeckas peTporHaTusi (MaHaUbYnsipHas peTporeHus).
[OucTtanbHoOe COOTHOLLEHMUE YeniocTen y rpyaHbIX AeTen ABMSIETCA He TONbKO
HOPMOW, HO U aHaToMO-thusunonornyeckon Heo6xoANMOCTLIO
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Puc. 17. Cxema COOTHOLLUEHUSA BEPXHer U HMKHEW YemniocTu B nepuona
chopmupyoLlerocss BpeMeHHOro npukyca

Takvm 06pa3om, cumTaem, YTo nNpu onpeaeneHnn Mopgonornyeckmnx
XapaKTEPUCTUK HYKHEN YentocTu y nauunerTtoB ¢ PRS Heobxoammo roeo-
pUTbL O MUKPOPETPOrHaTUN.

HeT eauHoro MHeHust 1 o hopme pacLuenuHbl Héba xapakTepHon Ans
PRS — U-o6pasHas unu V-obpasHas. KateropuyHoe MHeHUe nocriefosa-
tenewn David W. Smith o Tom, 4To Tonbko U-o6pa3sHasn hopma pacLuenuHbi
H&6a CrnyXuT AuarHoCTU4Yeckum kputepuem cekseHumun MNbepa PobeH, B
HacTosiLLIEe BPEMS HAaXOAUT BCE MeHbLLE CTOPOHHUKOB. Kpome Toro, Kak
cKasaHo Bbllle, MHOMME UCcCneqoBaTeny CHMTaloT, YTO pacluenuHa BTopuY-
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Horo HébGa He aBnseTca obs3aTenbHbIM kKoMnoHeHToM PRS. O BcTpeyato-
LLIMXCS XapaKTepucTuKax NoroXeHUsa U pasMepoB sidblka CKa3aHo BbiLLE.

®yHKUMOHanbHbIe HapyweHus npu PRS npexae Bcero obycnosneHsbl
06CTpyKUMEN BEPXHUX ObIXaTemNbHbIX MyTen CMELLEHHLIM K3aan A3bIKOM,
BMMOTb A0 pPa3BUTUSA AUCIOKALMOHHON accukcum (puc. 18).

Puc. 18. MmocconTto3 npu PRS. U-o6pa3Han (cpeauHHas) paclenuHa Héba. Mo
Comert Kili¢ S., Kilig N., Oktay H., 2014

Puc. 19. Cxema aucnokauuu sisbika, npuBoasaLLan K 06CTPYyKUMU BEPXHUX
AblxaTtenbHbix nyTeh npu PRS

O6Lwwme cMMNTOMbl OBCTPYKLIMK BEPXHUX AblXaTemnbHbIX NyTen npu PRS.

* [pusHaku 3aTpygHEHHOro AblXaHUSA Ha BOOXE — BTSXKEHUE MeXpe-
Gepuin, apeMHON BnaguHbl U HAOKMIOYUYHBIX BNaguH.

« Stertor — wym, xpunsiliee gbixaHue, co3gaBaemMoe A3bIKOM, CBU-
calowmnm Hag rmoTkon npu Bgoxe. CTpyTop — 3TO peCcnUpaTopHbIA 3BYK,

™

Xapaktepusyowunincs Xxpunom. OH HU3KUIA, He My3blKanbHbIA U NPOUCXO-
[VT TONbKO BO BpeMsi BAOXa. JTOT LUYM Bbi3BaH YaCTUYHOW OGCTpyKUMeENn
AblXxaTenbHbIX NyTeW Haj YpOBHEM ropTaHu U BUOpaumMsiMM TKaHU HOCO-
ITIOTKK, FTIOTKU UK MArKoro Heba (3To OTNMYaeT ero ot CTpUaopa, Bbi3BaH-
HOro TypOyneHTHbIM BO3AYLUHbIM MOTOKOM HUXKE UK B FOpTaHu).

¢ CUHIOLWHOCTb KOXW U CNN3UCTbIX 060M04eK Bbl3BaHbl HU3KOW OKCU-
reHaumen KpoBu.

* becnokoncTeo.

* HeypoenetsopuTensHoe BCckapmnueaHue obycnoBneHo 3aTpyaHe-
H/YEM KOOpAMHaLMM COCaHus 1 INoTaHus n3-3a 6bicTporo HeadhEKTUBHOIO
ObixaHus. BckapmnueaHue 3aTpyqHEeHO 1 HanuuMeMm paclienuHbl HEGa.

Scarlet Vatlach (Ffepmanus) B 2014 rogy onybnukoBana aaHHble obcne-
noBaHus 1 neyveHns 82 nauneHtoB ¢ PRS. MukpopeTporHatus BbisiBneHa
B8 100 %, HapyweHune abixaHus B 89 %, rnocconTo3 B 76 %, pacwenuHa
BTOpUYHOro Héba B 85 %, HapyLLeHe BckapMnuBaHus 1 rnotandus B 92 %,
CHmKeHne Beca B 35 %.

Takum o6pa3om, knuHu4yeckas kapTuHa cekBeHuumn Mbepa Pobena
BapuabenbHa. [10CTOAHHBIM MOP(ONOrnYeckuM NPU3HaAKoM ABMSETCA
MUKpOpeTporHaTus, a yHKUMOHarbHble HapyLUeHUs CBA3aHbl C 06CTpyK-
Lnen BEPXHUX AblXaTernbHbIX NyTEeNn.

JleyeHune naumeHToB ¢ PRS

HecmoTps Ha pa3BuTUe METoAMuK npeHaTanbHOW AUAarHoCTU BPOX-
OEHHbIX 3aboneBanuii, poxxaeHue pebéHka ¢ PRS vaule Bcero sBnsercs
HEOXWAaHHOCTbLIO. [INs aKyLuepoB, HEOHATOSOrOB U peaHUMaTONoroB Kynu-
poBaHue 0BCTPyKUUM BEPXHUX AblXaTenbHbIX NyTEW MHOr4a CTaHOBUTCS
cepbé&3Hou 3apadven. ATa cuTyaums ycyrybnsaercs, korga poabl Npoxo-
OAT BHe crneumanv3mpoBaHHONO MEAULIMHCKOIO yYpeXxaeHus, Hanpumep
Ha aomy.

lMepeoii noMowb0 NPU HapacmMarwux cumnmomax o6cmpykuyuu
8epxHuUX ObixamesbHbIX nymel y HO80poxdeHHo20 npu PRS siens-
emcsi nepesopayusaHue pebéHka NuUYoM 8HU3 U 8bi8e0eHUsI s3bIKa
u3 nonocmu pma. lpu Heo6xo00uMoOCMUu s13bIK MOXHO 8PEMEHHO (OUK-
cupoeamsb npu nomMouwu 6ynaexu.

MeToabl neveHust nauneHToB npu PRS MOXHO pa3aenvTb Ha Xvpypru-
yeckue, Hexupypruyeckue (OpTOAOHTUYECKUE) U CMELLIEHHbIE.

Mo cnocoby BO3AecTBMA Ha ynyulleHne NpoBOAUMOCTU BEPXHUX AblXa-
TenbHbIX NyTeun:

1. PaclumpeHuve rmoTo4HOro NpocTpaHcTea:



