BPO)XXOEHHbIE MOPOKU PA3BUTUA
YENKOCTHO-NMTMUEBOU OBJIACTU




CTATUCTUKA

[lonynauMoHHaa 4YacToTa MOPOKOB Ye/HOCTHO-
nmueBoun ob1acTm BCTpeyaeTcs C npubamsntenbHOm
4aCTOTOM OT 1:1000 A0 1: 460.

ExxerogHo B Poccnn Ha 1,2-1,3 MJIH POAOB NOAB/IAETCSA
0KO010 60 ThIC. AeTenN C BPOXAEHHbIMM MOPOKaAMM
Pa3BMUTMSA U HaCce4CTBEHHbIMKM 3ab01eBaHNAMM.

Obuee konnyectBo 60NbHbIX C YENKOCTHO - INLLEBLIMU
aHOMaAnsaMU 0KoJ10 35%.



= BpoxkaeHHbIY nopok pa3sutusa (BIMP) — ctounkoe
MOpP@OIOrnyeckoe N3MeHeHNe, NoBaekLlee 3a
cobon rpybble HapyweHnsa PyHKL UM OpraHa, TKaHu
MW BCErO OpraHn3sma.

= CMHOHMMbI: KNOPOKM PA3BUTUA» N «BPOXIEHHbIE
MOPOKN» .




[lpnymHa aHomanuun:

= HacneacteeHHble BIP Bo3HMKAIOT B pe3yabTaTe MyTaLum
(reHHbIX, XPOMOCOMHbIX, FEHOMHbIX), Yallle BCero Ha ypoBHe
rameT, pexe B 3UrOTHOM COCTOSAHUM.

= DK30reHHo obycnoBneHHble BIP Bo3HMKAIOT B pe3y/ibTaTe
BO34EeNCTBMSA TepaTOreHHbIX GaKTOPOB BO BpeMs
6epeMeHHOCTHN B 3MBpMOHaNbHbIN Nepuoa MNMNokcus NaoAaa,
OCTpbleé aBUTAaMWUHO3bl M BUPYCHble 3aboneBaHnA (KpacHYXxa,
KOpb, FPUMNM) MaTEPU Ha PAHHUX CTaaMAX bepeMeHHOCTH.

= MynbTudaktopumanbHble BINP aBastoTca pesyabtaTtom
COBMECTHOIO AeNCTBUSA HACNEACTBEHHbIX M 3K30M€HHbIX
$aKTOpPOB B PABHOM CTEMEHMW.




PACLLUENIUHbI TYBEbl U HEBA
(TUMUWYHBIE PACLUEJIMHDI NTULA)




= K TMnNn4yHbIM paclwenmHam 4YestoCTHO-A1LeBOU 061acTm
OTHOCHAT:

a) paclLesIMHbl BepXHeN rybul;
6) pacwenmHol HEDA

= PacwenuHbl rybol v Heba (PIM/PH) no knaccnomkauymm BO3
OTHOCATCA K paCNPOCTPAHEHHbBIM MOPOKAM Pa3BUTUA. UX
yAe/ibHbIN BeC cocTaBaseT 86,9%.

[onyAsSILMOHHANA YaCTOTA TUNUYHBIX PACLLENNH ANLA (BEPXHEN
rybbl n HEGA) cOCTaBASAET 1:1000-1:700 HOBOPOXAEHHbIX B FOA,.

Cpean HOBOPOXAEHHbIX C TUMUYHbIMU pacLeiMHaMm nua
npeobaagatoT Masbynku (0,79 MaNbUYNKOB U 0,59 AEBOYEK HA
1000 HOBOPOXAEHHBIX). Y MYy>U4MH, Kak npaBuao, bonee
TAXeible POPMbl NATONOMMN.




Knaccudomkauma m xapaktepuctuka
TUNUYHbLIX paclienuH numua:

I. PacwenuHbl BepxHen ryobi:

= 1) BPOXK/AEHHAA CKPbITas paclienrHa BepxHeu ryboi
(0AHO- AN ABYCTOPOHHSASA);

“ . O/IHaA pacuiennHa BepxHen rydol
RN w (OCTHO-XPALWLEBOro OTAe/1a HOCa
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= 3) BPOXAEHHAasA NosiHasa pacuiesinHa BepxHeun rybol (ogHo-
NN ABYCTOPOHHASA).




BpoxaeHHas NosHas 1eBOCTOPOHHANA pacLLeIMHA BepXHeU rybo,
a/IbBEOIIPHOIr0 OTPOCTKA, TBEPAOro 1 MArkoro Heba.

Heu ry6b.
MM BbICT(




II. PacwenuHbl Heba:

1) BPOXAEHHbIE pacL,e/IMHbl MATKOro HEDA CKpbITbIE,
MOJIHbIE N HEMOJIHbIE;

2) BPOX/AEHHble pacLLe/IMHbl MAFKOro U TBEPAOro HEDa
CKPbITble, HEMOJIHbIE U MOJIHbIE;




= 3) BPOXAEHHbIE NOJIHble pacLLe/IMHbl MArKOro 1 TBepAOro HEba u
a/IbBEO/IAPHOro OTPoCTKa (OAHO- U ABYCTOPOHHME);

= 4) BPOX/AEHHble pacLe/inHbl a1bBEOJIIPHOIO OTPOCTKA U NepesHero
oTAeNa TBEPAOro HEba HenosiHble (OAHO- MW ABYCTOPOHHME) U NOJIHbIE
(OAHO- N ABYCTOPOHHME).

OAHOCTOPOHHSAA paclenrHa Heba. [1ByCTOPOHHSAS pacluienvHa Heba.




PacwenuHbl Heba BCTpeYalTCsl B COYETAHUU C
pacwenmHamMmmn BepxHen rybbl. [lpn 3TOM pasHbie opmbl
pacwennH rybbl MOryt codetaTtbCca C pasnuyHbiMM dbopmMamMmm
paclienuH Heba.

* BpoxaeHHas nonHas NpaBoCTOPOHHAS pacluemmHa BerHel/I ry6b|
a/1bBEO/IAPHOro OTPOCTKA, TBE u"‘* T

-

=




M3MEHEHNSA KOCTHOro CKereTta rnpu
BPOXOEHHbIX pacllennmHax u Heba.

= HabnogalTCsa peskne n3MeHeHNs KOCTHOro CKesleTa ML, a Takxke
HenpaBW/IbHOE PACMOJIOXKEHNE MEXYETIOCTHON KOCTU U PACMOIOXEHHbIX B
Heu 3yboB. VIHoraa KonnnyecTBo 3a4aTkoB ObiBaeT yMeHbLUEHO WUV OHU
OTCYyTCTBYIOT (QHOAeHTUSA). ledbopmauns 3ybHOM Ayrm 1 HEBHBIX NN1ACTUHOK
MOXET COYeTaTbCsA C HeJOPa3BUTMEM BEPXHEWN YETOCTU - MUKPOTrHATUS.

= Cy>XeHue BepxHen 4entoCTn Yalle bbiBaeT BPOXAEHHbBIM M MO Mepe pocTa
pebeHka cTeneHb ero yBe/iM4MBaeTCs.

=  BpoxaeHHasa sedopmaLma BepxXHEN YenCTy Npu pacwennHe Heba moxet
coueTaTbCa ¢ AedpopMaLment HUXKHEN.



HekoTopble Hacnefyemble CUHOPOMbI C pacLLenMHOU
ryooel n Heba:

CuHppom lNonbaeHapa PacwennHa rybol u Heba, MHOXECTBEHHbIE
6a3a/1bHO-KNeTOYHbIE KapLUHOMbI, KUCTbl Ye/IH0CTU, aHOMAUS
ckeneta.

= CuHapom lopanHa PacwenmHa rybol v Heba, 04HOCTOPOHHASA
ANCNNA3UA YIWHOW PaKOBUHbI, O4HOCTOPOHHSAA FMNONAa3uns
HUXXHEYENOCTHOM BETBU, Pa3/IMYHble anmnbynbbapHblie aepmMongbl,
aHOMa/IMM NO3BOHOYHMKA, MOPOKKN CepAL,a, aHOMAINM NOYEK U
reHUTaNnMn.

= CuHgpom Qpepa-Maunsa PacwenvHa rybol n Heba, makpouedanus,
rMnepTesiopusM, NJOCKUM HOC, NePEKPYYEHHbIN 3aBUTOK,
Me30MeINA, KIMHOAAKTUANS, aHOMAIMM MO3BOHOYHMKA U
reHUTa NN,

= CuHppom akpoocTeonmsa PaclennHa Heba, "pacTBopeHme”
KOHL,eBbIX PanaHr C yTO/ILLEHMEM NANbLLEB, HU3KUM POCT, KUPO3,
Ba/IbrycHas gepopmaLnms roneHn, MUKpPOrHaTusa, goamxouedanus,
npexJaeBpeMeHHOe BbiNageHune 3yHos.

= CuHgpom BaH-gep-Byaa PacwenmHa rybol u Heba, rybHbie smkm.




Cunapowm KO6epra — XanutBopaa PacwennHa rybol n Heba,
MUKpouedanns, rmMnonaacTUYHbIE AUCTANIbHO
PacnonoxeHHble 6obLIMe NanbLbl PyK, KOPOTKME NyYeBble
KOCTW.

CuHapom Mekkens PacwenmHa rybol n Heba, nonamgakTmuamns,
MOJIMKMCTO3 NoYek, SHUedanoLesne, MOPOKU CepALA N Apyrme
aHOMa/InMN.

Cunapom bukcnepa PacwenmHa rybol n Heba,
rMnepTesiopusM, MUKPOOTUS, aTOHUS NOYEK, BPOXKAEHHbIE
NOPOKM CepAL,a, OTCTaBaHMe B POCTe.



1) CuHgpom [llatay (CI1) - cuHgpom Tpucommm 13 - BCTpeYaeTcd C
yacToTon 1:6000. lVimerlTca OgBa LUMTOreHETUYECKMX BapuaHTa
cuHgpoma [latay: npocrtasg Tpucommst m pobepTCOHOBCKAs

Aeheeesatiiomom MaTay poxaatoTcsa C MAacCou Tena HUXe HOPMb
(2500 ). Y HUX BbISIBNAKOTCSA YMepeHHast MMKpouedasnns, HapyLeHue
Pa3BUTMSA Pa3anyHbIx oTaenoB LLHC, HM3KMM CKOLweHHbIV 1106,
CY>KEHHbIE 1a3Hble LWe/IN, PACCTOAHME MEXAY KOTOPbIMU
YMeHbLIEHO, MUKPOPTanbMUa N Koaoboma, NOMyTHEHME POrOBULLbI,
3anaBLlas NepeHoCcmL,a, LWWMPOKOe OCHOBAHME HOCQ,
AePOpPMMpPOBaAHHbIE YILHbIE PAKOBUHbI, PacLLeNMHa BEPXHEN Mybbl 1
HEDQ, NonaakTUANS, GAeKCOPHOE NOJIOXKEHME KUCTEN, KOPOTKAS
wes. Y 80% HOBOPOXAEHHbIX BCTPEYaKTCA MOPOKM Pa3BUTUSA
cepaLa: 4edekTbl MEXOKENYA04YKOBOW N MeXNpeacepaHON
nNeperopogokK, TpPaHCNo3nLMm cocyaos 1 a4p. HabatoaatoTcs
dNOPOKNCTO3HDBIE MIMEHEHMUS NOAKENYAO0UYHOM Xese3bl, 406aBOYHbIE
ceneseHkmn, SMbpmnoHanbHaa NynoyvHas rpbika. Noyvyku yBenmyeHsi,
MMEIOT MOBbILIEHHYIO 40/IbMATOCTb M KUCTbl B KOPKOBOM CJ10€,
BbISIBASOTCS MOPOKM Pa3BUTMUA Noa0BbIX opraHos. Jasa CI1
XapaKkTepHa 3a4ep>XXKa YMCTBEHHOIO Pa3BUTUS.

BonbwmHcTBO 601bHBIX C CMHAPOMOM NaTay (98%) ymmpatoT B
BO3pacTe A0 roZa, OCTaBLUMECS B XMBbIX CTPAAAtOT r1ybokow
NANOTUEMN.



CuHgpom [laTay.




2) Cungpom SasapAca (C3) - CMHAPOM TPUCOMMM 18 - BCTPEYAETCS C 4YaCTOTOW MPUMEPHO
1:7000. [leTn Cc TpucoMmen 18 yalle poXAATCA Y NOXMIIbIX MaTepen, B3aMMOCBS3b C
BO3PaCcTOM MaTepu MeHee BblpaXeHa, YeM B CTy4asX TPUCOMUM XPOMOCOMbI 21 1 13. [ N4
XKEHLLMH CTapLe 45 NeT pUck poamtb bonbHoro peberka coctasaset o,7%.
LlnToreHeTnyeckn CMHAPOM SABapAca NpeAcTaBAeH NPOCToM TpucoMmmnen 18 (9o%), B
10% cnyyaeB HabatogaeTCs MO3amLU3M. Y AeBOYeK BCTPeYaeTCs 3HaUMTEe/IbHO Yallle,
YeM Yy MaJIb4yMKOB, YTO CBA3aHO, BO3IMOXHO, C 60/1bLIeN XM3HECTOMKOCTHHO XXEHCKOIO
opraHusma.

[eTtn ¢ TpucoMmen 18 poxAatTCA C HU3KMM BECOM (B CpeAHeM 2177 I), XOTs Cpokm BepeMeHHOCTH
HOpMaJ/ibHble UM daxe npeBblwaloT HopMy. QeHoTMNMYeCKMe NPOSIBAEHUA CUHAPOMA DABapACa
MHoroobpasHbl. Hanbonee yacto oTmMeyatoTCss aHOMa MM MO3rOBOrO U INLLEBOrO Yepena, MO3roBOwm
yepen goauxouedanmyeckorn popmbl. HUXHAA 4entoCTb U pOTOBOE OTBEPCTUE ManeHbkue. [NnasHble
Lenn yskue M KOpoTkue. YLiHble pakoBWHbI AedOpMMPOBaHbI M B NoAaBAastoweM HO/bLIMHCTBE
C/ly4aeB PacroNoXeHbl HU3KO, HECKOJ/IbKO BbITSIHYTbl B FOPU3OHTa/IbHOM N10CKOCTM. Mouka, a YacTto u
KO3€e/I0K OTCYTCTBYIOT. Hapy>HbIM C/1yXOBOW MPOXOA, CyXeH, MHOrAa OTCyTCTBYeT. [pyAanHa KOpoTkKas,
13-3a Yyero MexpebepHbie NPOMEXYTKMN YMEHbLLEHbI U FPYAHas KAeTka LWrpe U Kopoye HopMaabHOW. B
80% cny4yaeB HabaoaeTca aHOMaIbHOe pa3BUTME CTOMbI: NATKA Pe3KO BbICTyMNaeT, CBOJ NpoBMCaeT
(cTona-kavaska), 6onbLion nanew, yToaweH n ykopoyeH. M3 gedpekToB BHyTpEHHUX OpraHoB Hanbosee
4ACTO OTMEYATCH MOPOKU CepALa M KPYMHbIX COCYA0B: AedeKT MeXKeny04YKoBOW NeperoposKy,
ansiasmnm OAHOW CTBOPKW K/AnMaHOB aopTbl M NErO4HOM apTepun. Y Bcex 6onbHbIX HabawogatoTcs
rMnonaas’nsa Mo3Xeuyka U MO30JIMCTOrO Tena, U3MEHEHUsA CTPYKTYP O/IMB, BbIpaXKE€HHas YMCTBEHHas
OTCTaNI0CTb, CHUXEHME MbILLIEYHOIO TOHYCA, Nepexoasilee B NOBbILLEHNE CO CMACTUKOMN.




CunHgpom 3JaBapca.




HETUMNMWYHbLIE PACLUENUHDbI
YEPEMHO - NTMUEBOW
OBJIACTMU:




» HeTurmmuHbie pacitienHbl YeperrHo-JINIIeBO 001acT
IIpe/acTaB/IeHbl OT'POMHBIM KOJIMYECTBOM BUJIOB,
OOJIBIIMHCTBO M3 KOTOPBIX MOT'YT OBITh OTHECEHBI K
OAHOW M3 TpeX I'PyIIIL:

1) yepernmHO-JIMIIEBBIE PACITIEIVIHBI;
2) DOKOBBIE TMIIEBbIE PaCILIeTHBI;

3) opOUTO-BepXHEYEITIOCTHBIE PACIIIETVHBI.

B nonynauum HeTUNMYHbIE pacleiMHbl PacnpoCTpaHeHbl HAMHOIO pexe Mo CpaBHEHUIO C
paclenMHamm rybol n Héba. YacTtoTa BapbMpyeT 0T 1,9 A0 6,8 Ha 100 TbIC. HOBOPOXAEHHbIX.
HeTununyHble pacwennHbl YepenHo-anLeBon 0b6aacTm MoryT BbiTb Kak M30JMPOBaHHbIMY,
Tak W KOMMOHEHTaMW HacC/NeACTBEHHbIX CUHAPOMOB, KakK OAHOCTOPOHHMMMK, TaK W
ABYCTOPOHHUMM, KaK MOJIHbIMU, TaK U HEMOJIHbIMU.




= [laToreHes HETUNUYHbIX PacCLLe/IMH YepenHo-anyeBon obaactu
CBA3bIBAOT C CUCTEMHbBIMU HAPYLIEHMAAMM B rPaHUL,AX 1 U 2
>KabepHbIx Ayr B nepnog 3sM6pUOHaNbHOIO pasBUTUS.

- B TeYeHue NepBbIX 4 He dSMbpuroreHesa xabepHas gyra
pa3aBanBaeTcs U POPMUPYET CKY/Y U BEPXHIOK YENHOCTb.

- K 6-1 Heaene OTPOCTKM HUXKHEWN YEeNHOCTU COeAMHATCA, 0bpa3sys
HUXKHIOK YeNtoCTb.

- OTPOCTKMN BEPXHEWN YEJIHOCTM BCTPEYAKOTCSA C LIAPOBUAHBIMMA
OTpOCTKaMu, GOPMUPYS BEPXHIOO Iyby 1 HO3ApW.

- B 3TOT XXe nepmoa Ha XBOCTOBOW rpaHuLLe 1-U XabepHou ayrm u
rON0BHOM rpaHumLe 2-1 xabepHown ayru nosBAsOTCS Tpu byropka,
dbopmmMpys BHELLIHee yXO.

- V13 1-11 xxabepHou ayrn GopMmpyoTCsa KO3e10K 1 FroN1eHb 3aBUTKA
YLUHOW PaKOBMHbI, HAKOBAJIbHA M MOJIOTOYEK CpeaHero yxa. V3 2-n
XabepHou Ayrv GOPMUPYIOTCS CTPEMS M OCTasIbHble COCTAB/ISAOLL e
BHewwHero yxa. K 8-v Hegesie imuyesble paclienviHbl SMOproHa
3aKpbIBAtOTCA, 0POpMAATCA rybbl M poT. OTPOCTKM BEPXHEN
4entoCTU U 6OKOBbIE OTPOCTKM HOCA OPOPMASAIOTCA U NOSABASAIOTCSA
Hococae3Hble 6bopo3aku.




Kocas pacuienvHa amu;

[lonepeyHasd pacwenmHa amua




= cuHApom MNbepa-PobeHa;




= CMHAPOM Tpuyepa-KonanHsa
(HUXXHEYEeNOCTHO-/INLLEBOU AN30CTO3);




ANroputM riedeHnst n peadbunutaymm OeTen c
paclienmHon ryobel n Heba

[MpeHaTanbHbIN Nepuoa

YnbTpa3BykoBoe 0bcnes0BaHME Ha NpeaMET Ha/IMumnS
pPacLLeNNHbI

KoHcynbTauusa reHeTnka
[Nepuog HOBOpPOXAEHHOCTU (0-1 MecAL,)

ObcneaoBaHme pebeHka A1 UCKHOYEHUS BO3MOXHbIX
COMYTCTBYHOLLNX NMOPOKOB Pa3BUTUS

KoHCynbTaumsa reHeTmKka 4158 UCKIIOYEHUS FTEHETUYECKMX
CMHAPOMOB

[Mepuog rpyaHoro Bo3pacTta (1 mec —1roga)
[locTaHOBKa Ha y4eT y OpPTOA0HTA
PaHHee opToneaunyeckoe neyeHue
YcTpaHeHue pacleinHbl BepxHeu rybol




flcenbHbIi nepuog (1-3 roga)

MocTaHOBKaA Ha YYeT y oroneza, Havyas0 Noronenyeckmx 3aHATUN
YcTpaHeHWe pacwennHbl Heba

[ OWKONbHBIV Nepuog (3-7 ner)

PeKOHCTPYKTUBHAs XenaonaacTmKka [ XxeMa10pUHONAACTMKA
TuMmnaHocTomMuUs

3aHAaTUA C Aoroneaom

HabaoaeHne opToa0HTa

Maagwmnii WWKONbHbIN Nepurog, (7-11 N1eT)

YCTpaHeHWe pacleIMHbl aIbBEOJIIPHOr0 OTPOCTKA

HabnoaeHne opTogoHTa

OpTog0oHTHMYECKOe NeyeHue

[leTn c Hef0pa3BUTMEM BEPXHEMN YeNtoCTU, gedbopmaumen 3ybHoro paga
3aHAaTUA C Aoroneaom

Crapmii WWKONbHbIV Nepuog (11 — 16 ner)

PeKOHCTPYKTUBHAA PUHOMAACTMKA [ XEMJIOPUHOMIACTUKA
HabnoaeHne optogoHTa

KOCTHO-peKOHCTPYKTMBHbIE OnepaLmm

dapurHronaacTunka



