


v HonyassuoOHHAS 4YaCcTOTA NOPOKOB YEJTIOCTHO-JIUIEBON 00,1aCTH

BCTPEYACTCH C NPUOIU3UTEILHOUA YACTOTOMN
or 1:1000 xo0 1 : 460.

v/ ExxeronHo B Poccun Ha 1,2-1,3 MJIH po10B NOsIBJIsIETCH 0K0.J10 60
THIC. JIETE€H ¢ BPOKAEHHBIMH MOPOKAMHU PAa3BUTHUA U
HaCJIeACTBeHHbIMH 32001 BAaHUSIMH.

O01Iee KoJIMYeCcTBO 00JIbHBIX C YETIOCTHO - JTUIEBLIMH
aHOMAaJIUSIMH 0K0.10 335%.

v/ Ilo cemnoruke BITP Apxanrenbckas o6aacth 3anumaert I1 mecro.
HaOumronaercst ycTOMYMBAasA TEHACHIUA K POCTY YaCTOTHI
HACJICACTBEHHOU MATOJIOTUM.



Bpoxnennbiit mopok pazsutus (BITP) — cToitkoe Mopdonoruueckoe
M3MEHEHME, MOBJICKIIEE 32 COO0H rpyObIe HapyIIEeHUS (DYHKITUU OpraHa,
TKaHU WK BCETO OpraHu3Ma.

®_Bpo:k/IeHHbIe AHOMAJUH — TTOPOKU PA3BUTHUA, HE COMPOBOXKAAIOIIUECS
HapylieHueM (PyHKIIUU OpraHa.

* nehopMaliy YIIHbIX pakoBUH, HE 00€300paKMBAIOIIHE JIUIIO U HE BIMSIONIUE HA CIIYX

e ACCONMALINU — YCTOI>'I‘II/IBBI€ COUYCTaHHUA BPOXKIACHHBIX ITOPOKOB, CCJIIN CCTh
OCHOBaHUs 1peArojiaratb HCCKOJIbKO MCXaHU3MOB BO3HUKHOBCHHMU TAKOT'O

KOMILJIEKCA.
e ®opManuda — U3MEHEHHUE CTPYKTYPhl NIEPBOHAYAIIBHO MPABUIBHO OPraHU30BAaHHOTO

OopraHa. * gacruunas ammyTanus

® AHOMAJIA/I — KOMIUJICKC HapYIICHUM, BO3HUKAIOIIUX B PE3YyJIbTAaTe U OIIMOKU
MopdoreHesa (MepBUYHBIN MOPOK U LIEMb €TI0 MOCIEACTBHN)
eJlucnjasusi — MOPOK Pa3BUTHSI ONPEJICICHHOIO OpraHa Wiy TKaH! (JI1iia, COS.TKaHM ).

* mucIiIa3us BepXHEH/HIKHEH yenmrocTy, nuciiasus Crelitona-Kanaenona.




Pazauume moHITUN BPOXKICHHOM U HACJICACTBEHHON HATOJIOTUH:

- K BIIP oTtHOCSTCS HE TOIBKO HACJIEACTBEHHBIE O0JIC3HU, HO U
1100bIe 00JIE3HU U AaHOMAJTUH, MOABISIONIAECS MPU POKICHUN

* BIIP nuieBoro yeperna (paciieiarnHbl IyObl 1 HEOA), ckeneTa pyK (MO AaKTUIINS,
CUHJIaKTUJIUS ), HEKOTOPhIE MIOPOKH CepAlla U BHYTPEHHUM OPraHOB.

IlpuunHa aHOMAJTU:

MYTAaHTHBIC I'CHBI

+ BJIMSHUE BPEAHBIX (PAKTOPOB, BO3ACHCTBYIOIINX HA TLJIOM B
KPUTUUYECKUE IEPUOABI PA3BUTHUS TOTO U UHOTO OpraHa.

* ['unokcus mioaa, OCTpble aBUTAMUHO3bI U BUPYCHBIE 3a00JI€BaHUS
(KpacHyxa, KOpb, TPHUIIN) MaTepyu Ha PAaHHUX CTAIUSIX OEPEMEHHOCTH.

BIIP otnnyaroTcst o 3THOJIOTHUH, KIIMHUYECKOW KAPTUHE U BPEMEHH
BO3HUKHOBCHHUS:




N [Topoku, BO3HUKIINE B pe3ybTaTe
JIro0ble TOBpEXKICHUS THLEKICTKH U Hapymenue B 61acronurose, [MoBpexnenus miona,
CIIePMATO30IA BO BpeMs OBO- H MOBPEX/ICHNS SMOPHOHA, T.€. OT 16-T0 BosHUKatoT ot 11 Hexenu
P P MPUHINIT «BCC UK HUYCTOY. JIHS IOCJIE€ OIUIOIOTBOPEHMS 10 KOHIIA

CriepMaroreHesa J1o OEpEeMEHHOCTH 10 POJIOB.
OILIOIOTROHHS 10 ven. bepemennoctu. Ilepuon

P . BLIpa)KeHHI)Ie TCPATOrCHHBIC OpraHoreHesa u MAaKCUMaJIbHOU HepI/IOI[ XapaKTCpu3zyCTCs B

BO3JEUCTBUSA B 9TOT MIEPUOJ PA3BUTHL 4yBCTBHTEIBHOCTH. OCHOBHOM POCTOM U
MyTaHI/II/I T'€HOB U BOBHUKHOBCHHUEC qaiie BCCTro Mpu BOAAT K FI/I6€HI/I YBCIMYCHUEM pa3sMEPOB
HACJICJICTBEHHBIX OOJIE3HCH U 3apojIbliia 10 YCTaHOBIeHHS (hakTa opratoB, kpome ['M u
HACJIECTBEHHBIX TOPOKOB Oepemennoctu. Ecim ske 3apompinr bomsmmucTBO BIIP dhopmupyrores OTOBBIX JKEJIC3.
Pa3BUTHS, XPOMOCOMHBIE BBDKUBAET, TO OPraHoCIeN()UIECKUE MMCHHO B 3TOT IICPHOJ TaK KaK
abeppalii ¢ BOSHUKHOBEHHEM Uallle AHOMAIIMH HE Pa3BUBAIOTCA, TAK KaK IPOMCXOUT OCHOBHAs 3akjIa/ika BCEX TepaToreHsI B 9TOT MEPHOJ, KAK
HE HaCJIEyEMBIX XPOMOCOMHBIX 3aMELIECHHE TIOBPEXKAEHHBIX KIETOK OpraHOB M TKaHeH (1mabernyeckas, IIPaBHIIO, HE IPHBOIAT K
Oore3Heil, TeHOMHBIE MyTaIUH - obecrieynBaeT JajibHel1Iee HOpMaIbHO® TaJMIOMHHAs SMOpHoTaTHS, BBIPA)KEHHBIM TIOPOKAM Pa3BUTHS.
U3MeHEHHs YKcla XPOMOCOM pasBuTHE. OMOpHONATHS BCJIEACTBHE BUPYCA TIpHUMEpOM MOKET CITYKHTb
K .

rameThl, OOBIYHO MPHUBOIAIINE K pacHyxH) nuabeTHyeckas GeTonaTus.
CaMOTIPOU3BOJIBHOMY ab0pTy HITH
XPOMOCOMHOH 00JIE3HH.

Hacaencrennbie BITP Bo3HUKAIOT B pe3ysbrare MyTalui (F€HHBIX, XPOMOCOMHBIX,
T€HOMHBIX ), Yallle BCETO Ha YPOBHE TaMET, PEKE B 3UTOTHOM COCTOSIHUMU.

JK30reHHO 00yc/ioBJaeHHbIe BITP BO3HUKAIOT B PE3yJIbTATE BO3ICHCTBUS TEPATONCHHBIX
(bakTOpOB BO BpeMsi OEpPEMEHHOCTH B SMOPUOHAILHBIN MEPHO/I.

Myastudakropuaibubie BITP aBudt0Tca pe3yabTaroM COBMECTHOTO IEMCTBUSA
HACJICJICTBEHHBIX U K30T€HHBIX (DPAKTOPOB B PAaBHOM CTEICHHU.

(3THOIOTNYECKask KJIacCUPUKALIMS)



Kputnueckum TeparoreHHbIH
TIEPHUOLL; TEPMUHALIMOHHBIN IIEPHO/T
(TTII) :

HCpI/IOI[ IJiatg€HTalnu U UMIJIaHTallnuu

ITousiTHe 0 peaeILHOM CPOKE, B TCYCHHE
KOTOPOI0 TEPAaTOreHHbIN (PaKTOP MOKET
BbI3BAaTh NOPOKU Pa3BUTHS.

I xpuTHUECKUII IEPpUO/T Y YEIOBEKA
MPUXOJIUTCA Ha KOHell 1-i-Hadano 2-i
Heseu 6epeMeHHOoCTH. cxomom

OBPEXKAAIOLIETO BO3ACIHCTBHS B 3TOT Eciu noBpexaaromuii paktop AelcTByeT nocie
[IePHO] Yallle BCErO SBISETCS THOETb OKOHYaHUsI OPMUPOBAHUSI OpraHa, OH HE MOXKET
3apOIBILIA. OBITh MPUYUHOM ITOTO MOPOKA.

Ko II nepuony otHocsTcs 3-6 He,. Kaxnprit opran umeer csoit TTII:
OepemenHoCTH. B 9TOT Nepuoz  TTII pacmieauH ry0bl — /10 KOHIIA 7-i HeJelH,

TepaToreHHbIe (haKTOPHI YaIre
00yCIJIOBITUBAIOT BPOXKIECHHBIE TTIOPOKH.
Kpurndeckue nepuoasl CBA3aHbl * CPEAMHHOM PacCIIeIMHbI HUKHEW I'yObl U
¢ HanOoJIee UHTEHCUBHBIM HWKHEH YeII0CTH — J10 S-1 Helelu,
(bopMHUPOBAHUEM OPTraHOB B 3TO BPEMHI.

* HEOa — 10 8-i1 Henenu,

* CpEIMHHOMN pacIlIeNUHBbI JIMla — JI0 Havyasia 6-
il HeJlem OEPEMEHHOCTH.






B JlongoHcKo# 0a3e BpOXKACHHBIX U HACIEACTBEHHBIX 3a00JICBaHUN 1
MPU3HAKOB pacliiesinHa ryobl/Hé0a oTMedueHa Ipu 847 HaCIeICTBEHHBIX
CUHJIpOMAXx C Pa3JIMYHBIMHU TUIIAMM HACJICIOBAHUA.

K TUNMYHBIM paciiieIMHaM YeI0CTHO-IUIIEBOM 001acTh
OTHOCHT:

a) pacIleIMHbI BEPXHEU T'yObI;

0) pacuienuHbl HEOA.

Pacuienunbl ryosl u HeOa (PI'/PH) o knaccudukanuu BO3
OTHOCSTCS K pacIpOCTpaHEHHBIM ITOPOKAM Pa3BUTHS. UX YACIbHBIN
Bec cocTaBisieT 86,9%.

[TomynsupoHHast 4acTOTa TUIIMYHBIX PACIIEINH JUIla (BepXHEH I'yObl U
HE0a) coctaisieT 1:1000-1:700 HOBOPOXKIEHHBIX B TO/I.

Cpenay HOBOPOKICHHBIX ¢ TUIIMYHBIMU pacllieIMHAMU JIUIa Ipeo0aaaaroT
Manpauku (0,79 manpunkoB 1 0,59 neBodek Ha 1000 HOBOPOXKIEHHBIX). Y
MY>KYMH, KaK IpaBujo, 00jee TsKeable (POpMbI IIaTOJIOTHH.



Kiaccudpukanusa v XapakTepucTHKA
TANWYHBIX PACHICJIVH JIUIA:

I. PaciiesiuHbI BepXHed ryobi:

1) BpokieHHAs CKpBITas pacilieInHa BepXHeu IyObl (0HO- WJIU JBYCTOPOHHSIS );

2 2) BpOXKJICHHAsI HeMOJIHASA

paciiearHa BepxHel ryobl 0e3
naeopMaIui KOCTHO-XPSIIEBOIO
oT/Aeaa Hoca (OgHO- WIIU
JABYCTOPOHHSIA) U ¢ ehopmaIiuei
KOCTHO-XPSIIEBOr0 OT/eia Hoca
(OZIHO- WJI JIBYCTOPOHHSIA)




3) BpOXKJI€HHAs TOJIHASL PACIIEITNHA BEPXHEU

ryObl (OHO- UJIM JIBYCTOPOHHSIA).

Puc.2

BpoxeHHas 1moJiHas
JIEBOCTOPOHHSIS pacilieInHa
BEpXHEU I'yOBlI,
aJIbBEOJISIPHOTO OTPOCTKA,
TBEPJIOr0 U MATKOTO HEOa



Puc. 3

BpoxneHnHnas nosiaHas
JIEBOCTOPOHHSISI pacIIeInHA
BEpXHEU I'yObl,
aJbBEOJIIPHOTO OTPOCTKA,
TBEPJIOTO U MATKOTO Heba

(TO XK€)



Puc.4

BpoxeHnnas nosHas
JIByXCTOPOHHSIS
paciiesiiHa BEpXHEH TyOsl,
aJbBEOJIIPHOTO OTPOCTKA,
TBEPJIOTO M MATKOTO Heba
C PE3KUM BBICTOSIHUEM
MexuentocTHor koctu (111
CTETICHH )




II. PaciiesavHbl HEDOA:

1) BpokI€HHBIE paCIICIMHbBI MATKOTO HEOA
CKPBIThIE, IOJIHBIC ¥ HETIOJIHBIE;

2) BPOXKJICHHBIC PACIIEIMHBI MATKOTO U TBEPAOTO HEOA
CKPBITBIE, HETTOJIHBIE U TTOJIHBIC;

Puc.5

Hernonuas pacuienuna
Heoa.




3) BpOXJI€HHBIC MMOJTHBIC PACIIECIUHBI MSTKOTO U
TBEPAOT0 HEOA U aIbBEOISIPHOTO OTPOCTKA (OJIHO-
U JIBYyCTOPOHHHUE);

4) BpOXKICHHBIC PACIIEINHBI AIbBEOJIIPHOTO OTPOCTKA U MEPETHETO OT/IEIIa
TBEPAOI0 HEOA HEMOJIHbIE (OJIHO- WX JIBYCTOPOHHHME) 1 MOJIHBIE (OTHO-
WJIN JBYCTOPOHHMUE).

Puc.6 O1HOCTOpOHHSIA
paciiesnnHa HeOa Puc.7 JIBycTOpOHHsIs paciiesiniHa HeOa



PacmienuHbl HeOa BCTPEUYAOTCSI B COUYETAHUU C
pacuienuHamMy BepXxHer ryobl. [Ipu aTom pasHbie popmbl
pacIIeNH ryObl MOTYT COYETAThCS C PA3IMYHBIMA

(hbopMaMu pacliearH HeOa.

1, 2 rpynimbl paciiesini He0a U3 NPUBEICHHON KJIacCU(DUKAIIMA HEKOTOPHIE
ABTOPBI PACCMATPUBAIOT KAK pacujeiunbl 8IMOpUIHo20 Heoba,

4-10 TPyIIly B COUETAHHUU C PACILICIIMHON BEPXHEN I'YOBI - KAK pacujenuny
nepeuyHo2o Heoa,

3-10 TPYHIy - KaK pacujeiutvl NepeuiHo2o U 6MopuiHo2o Heoa.




Puc. 8

BpoxeHHas mosHas
IIPABOCTOPOHHSIS paclle/inHa
BEpXHEU I'yOBl,
aJIbBEOJISIPHOTO OTPOCTKA,
TBEPAOTO U MATKOTO HEOA



M3MeHEeHMS KOCTHOI'O CKeneTa ITPpHU BPOXKIACHHBIX PACIICIINHAX U Heoa.

- HAOJIIOAAIOTCS PE3KKME N3MEHEHMSI KOCTHOTO CKEeJIeTa JIMIIA, a TAKXKe
HENPaBUJILHOE PACIONOKEHUE MEKUEITFOCTHOM KOCTH M PACIOI0KEHHBIX B HEM
3y00B. IHOr1a KOJIJIMYECTBO 3a4aTKOB ObIBA€T YMEHBIIICHO MJIM OHM OTCYTCTBYIOT
(anopenTtus). Jedpopmarus 3yOHONM TyTry U HEOHBIX INIACTUHOK MOXKET COYETaThCs
C HEJIOPA3BUTHEM BEPXHEH UEIIOCTH - MUKPOTHATHSL.

CyXeHHe BepXHEH YeIt0CTH Yallle ObIBACT BPOXKJACHHBIM U IO MEPE POCTA
peOEHKa CTENEeHb €r0 YBEINUNBACTCS.

BpoxaenHnas nedopMaiiys BEpXHEH YEII0CTH MPU pacIieInHe He0a MOXKET
coueTaThes ¢ Aeopmanveil HUKHEH.



B IIPpOIIJIOM, KOI'la paCIICIINHBI I"Y6I)I 1 HEOA BBI3BIBAJIA THOEITH I[GT@I?I B IICPBBIC I'OABI JKU3HHU, ITPAKTUYICCKHU BCC
HMCIOIIUCCA B IIOIMYJIAIMHA HOBOPOXKIACHHBIC C dyTOCOMHO-AOMNHAHTHBIMU CHUHAPOMAMU ITOABJISJIUCH B
PE3YJIbTAaTC HOBLIX MYTaHHﬁ. B HaCTOAIICC BPCMA B CBA3H CO 3HAYUTCIIBHBIM YIIYUIICHUCM XprpFquCKOﬁ
TCXHUKHU U ITPOBCACHUCM HGHOﬁ CHCTCMBI pea6HJII/ITaLII/IOHHI>IX MepOHpI/I}ITI/If/'I IMOBBIIIACTCS YUCIIO OIICPHUPO
BAaHHBIX JIMI ¢ ayTOCOMHO-AOMHWHAHTHBIMU CHUHAPOMAaMH, BCTYIIAIOIIIHUX B 6paK U IICpcaaromux MyTaHTHBIX I'CH
CBOHMM JACTIAM.

C renernueckoi Touku 3penust Tunuunbie BITP opodarnmansHoii 061acTi BecbMa reTeporeHHsl. B ocHoBe ux
MIPOUCXOXKICHUS MOTYT JIe)KaTh KAK MOHOTEHHBIE, TAK U XPOMOCOMHBIE U TIOJIUTCHHBIC JE(EKTHI.

COOTHOLIEHHE pa3anyuHbIX (popM narosoruu (%):

OOPMBbI PACIIIEJIMH H1CII0
MoHoreHHbIE U3 HUX: 79
ayTOCOMHO-JIOMUHAHTHBIE 35
ayTOCOMHO-PELECCUBHbBIC 39
CLIEIUICHHEIE C ITOJIOM 5
XpOMOCOMHBIE 29
MynbsrrdakTopranbHbIE 40

Cas3aHHBIe C ieficTBUEM (aKTOPOB BHEIIHEH cpe/ibl 6




HCKOTOpI)IC MOHOI'CHHO HACJICAYCMbIC CHHIPOMBI C

paciieInHOM Iyosl U HeOa:

HA3BAHUE

Cunapom l'oibaenapa

Cunpapom I'opina

Cunapom ®@pepa-Maiis

CuHApOM aKpoocTeoJIn3a

Cungpom Ban-gep-Byna

CI/IHILPOM anququ—qepeHHoﬁ
JAUCITIIa3N

KIIMHNYECKAS KAPTHUHA

Pacmienuna ryosl u HeOa, MHOXECTBEHHBIE 0a3aJIbHO-KJIETOUHbBIC
KapUUHOMBI, KUCThI YETIOCTH, aHOMAJIUS CKEJIeTa.

Pacmienuna ryObl 1 He0a, OTHOCTOPOHHSS AUCIUIA3Us YIIIHOM PAKOBUHBI,
OJTHOCTOPOHHSIS TUTTIOTINIA3HsI HYYKHEUETIOCTHON BETBH, PA3TUIHbIC
snuOynp0apHbIe JEPMOUIBI, AHOMAJMH MTO3BOHOYHHUKA, TIOPOKH CEpIla,
aHOMAJIMH MOYEK U TeHUTAJIHI.

Pacmenuna ryosl u Heba, Makpouedanus, runepreaopusM, MI0CKUNA HOC,
NepeKPyUCHHBIN 3aBUTOK, ME30OMENHS, KITMHOAAKTUIINS, aHOMAJIUU
MO3BOHOYHHUKA U TEHUTAJIHA.

Pacuiennna HeOa, "pacTBopeHue" KOHIEBBIX (DaJlaHT C YTOJIIEHUEM MabIIEB,
HU3KUH pocT, KU(o3, BanbrycHas AedopmMalius rojJeHu, MUKPOTHATHS,
nonuxouedanus, NpexaeBpEMEHHOE BbINIaIcHHE 3y00B.

Pacmienuna ryos! u HeOa, TyOHBIE SIMKH.

Pacmennna Heba, mmpokuil cBoj| uepena, He3apalieHHbIe POJHUYKH,
MaJIeHbKOE JIUII0, YepBEOOpa3HbIE KOCTH, TUITHUE 3yObl, OTCYTCTBUE WIIU
TUIOTUIA3Us KITFOUHILL, IPYTHE AHOMAJIUH CKEJETA.



Cunapom FO0epra -
XauTBOpaa

Cunapom MekkeJist

Cunapom bukciaepa

Kpunrodaabm

IHepeOpoxocToManauody-
JIAPHBIA CUHAPOM

Cunapom Kpucrtuana

Pacmienuna ryosl 1 HeOa, MUKpoLedaus,
TUIOIIJIACTUYHBIE JUCTATBHO PACIIOI0KEHHBIE
OOJIbIIIME TAJIBIBI PYK, KOPOTKUE JTy4YEBbIC KOCTH.

Pacmienuna ryosl u HeOa, TOMUIAKTUINS, TTIOJUKUCTO3
o4ekK, dHIedanolesne, MoOpoKu cepalia U APyrue
aHOMaJIH.

Pacmienuna ryosl 1 HeOa, TUIIEPTEIIOPHU3M,
MUKPOOTHSI, aTOHUS MIOYEK, BPOKICHHbBIC TOPOKHU
cepla, OTCTaBaHUE B POCTE.

Pacmienuna ryosl 1 HeOa, KpunTodaibM,
HEHOPMJIbHAA JIOOHAS TMHUS pOCTa BOJIOC, pa3INYHAas
CUHJIAKTUJIMS HA PyKax W HOrax, KoJoOOMa KpbUIHEB
HOCAa, aHOMAJINA MOYEIIOJIOBOM CUCTEMBI.

Pacmienuna Heba, Mukporuedanus, nepekt peoep

Pacmienuna Heba, KpaHMOCUHOCTO3bI, MUKpOLIehaus,
apTPOTPUIIO3, IPUBEACHHBIN O0JIBIION HaJiel] PYKH.



Tpucomuu

1) Cungpom Ilaray (CII) - cungpom Tpucomun 13 - Bctpeuaercs ¢ yactorou 1:6000.
MmMeroTcst 1Ba IIUTOr€HETUYECKUX BapruaHTa cuHapoma [laray: mpocras TpucoMus u
pOOEpPTCOHOBCKAs TPAHCIOKAIHA.

Hertu ¢ cungpomom Ilaray poxkarorcsa ¢ maccoi Tena Huxke HopMbl (2500 1). YV Hux
BBISIBJIAIOTCSL yMEPEHHass MUKpoliedalus, HapylIeHUE pa3BUTUSI PA3JIMUYHbBIX OTIEIOB
[MHC, Hu3KMHA CKOIIEHHBIH JI00, CyKEHHBIE TIIa3HbIE IIEJIU, PACCTOSTHUE MEXKIY
KOTOPBIMH YMEHBIIIEHO, MUKPO(PTATIbMHUS ¥ KOJI000Ma, TOMYTHEHUE POTOBUIIBI,
3armasiiasi IepeHoOCHuIIa, ITUPOKOEe OCHOBAHKUE HOCA, 1€(pOPMUPOBAHHBIC YIIITHBIC
PaKOBHUHBI, pacilieIMHa BepXHEel ryObl U HEOA, MOTUAAKTUINA, (PIEKCOPHOE
MOJIOKEHHE KUCTEH, KopoTKas mes. Y 80% HOBOPOXKIAECHHBIX BCTPEYAKOTCS MOPOKH
pa3BUTHUA cepana: 1e(EKThl MEXOKETyI0UKOBON U MEXITPEACEPIHON IEPETOPOIOK,
TPAHCIIO3UIUHU cOCyA0B U ap. Habmonarorcss GuOpoKUCTO3HBIE U3MEHEHUS
MOJIKETYTIOYHOM >KeJie3bl, J00aBOYHBIE CEJIE3CHKH, IMOPUOHAIbHAS MYTIOYHAs TPhIXKa.
[Toukn yBeIMYEHBI, UMEIOT MOBBIIMIEHHYIO 10JBYAaTOCTh U KUCTBI B KOPKOBOM CJIO€,
BBISIBIISIFOTCS] TIOPOKHU pa3BUTHS NOOBBIX opraHoB. s CII xapakrepHa 3anepxkka
YMCTBEHHOI'O Pa3BUTHSI.
bonbmmHCcTBO 60BHBIX ¢ cuHapoMoM [laray (98%) ymupatoT B Bo3pacte 110 roja,
OCTaBILIMECS B KUBBIX CTPAIAIOT NITYOOKOU UIUOTHUEH.



Puc 9, 10, 11, 12 — cungpom Ilaray



2) Cunapom IJasapaca (CI) - cunapom tpucomum 18 - BcTpewaercs c
yactoror npuMepHo 1:7000. letn ¢ Tpucomueit 18 game poxKIar0TCs y TOXKUITBIX
Mareper, B3aUMOCBS3b C BO3PAaCTOM Mareph MEHEE BBIPAXKEHA, YEM B CIy4asx
Tpucomun Xpomocomsl 21 u 13. JIna xeHmwmH crapme 45 JeT pUCK pPOAUTH
oonpHOrO pedenka cocrtamisieT 0,7%. lluToreHeTMdecku CUHIPOM DJBapjca
npeacraBieH npoctor Tpucomueit 18 (90%), B 10% cimyyaeB HaOmogaeTcs
MO3aulU3M. Y JI€BOYEK BCTPEYACTCS 3HAYMTEIIBHO Yallle, YEM Y MAJIBYUKOB, YTO
CBS3aHO, BOBMOXHO, C OOJIbIIIEH )KU3HECTOUKOCTHIO JKEHCKOTO OpraHu3Ma.

Jetu ¢ Tpucomueit 18 poskaaroTcst ¢ HU3KUM BecoM (B cpenHeM 2177 1), XOTst cpoku OepeMEeHHOCTH HOpMAaJIbHBIE
WIN JIaXKe MpeBbIIatoT HopMy. DeHoTunmyeckue NposiBIEHUsT CUHApoMa DBapaca MHOrooOpasusl. Hanbonee
4acTO OTMEYAIOTCSl aHOMAJIMU MO3TOBOTO U JIMILIEBOTO Yepera, MO3TOBOM depen Joiuxouedanudeckoil Gopmal.
HuxHss 4entocTs M pOTOBOE OTBEPCTHE MasleHbKueE. [1a3Hble 1Ieau y3KHME M KOPOTKHE. YIIHbIE PaKOBUHBI
ne(pOPMHUPOBAHbI M B TOJABJSIONIEM OOJBIIMHCTBE CIy4YaeB PACHOJIOKEHbI HU3KO, HECKOJIIBKO BBITSHYTHI B
TOPU30HTAIIBHOM IUIOCKOCTU. MoOUKa, a 4acTO M KO3€JIOK OTCYTCTBYIOT. HapyKHbIN CIIyXOBOM IPOXOJ CYXKEH,
MHOTJIAa OTCYTCTBYET. | pyarHa KOpoTKasi, U3-3a 4ero MexpeOepHble MPOMEKYTKH YMEHBIIICHBI U TpyIHas KIeTKa
mupe U kKopoue HopMmanbHOH. B 80% ciydaeB HaOmromaercss aHOMaJbHOE pPa3BUTHE CTOIBL IISITKA PE3KO
BBICTYTIA€T, CBOJI MTPOBUCAET (CTOMA-KayajKa), OOJIBIION Nasell yTONIeH U YKopoueH. 13 n1eekToB BHyTpEeHHUX
OpraHoB Hau0oJiee YacTO OTMEUAIOTCS MOPOKH CepAlla M KPYMHBIX COCYHOB: JE(PEKT MEXKETyI0uKOBOM
MEPErOPOIKH, arlla3uy OJHOW CTBOPKH KJIANIAHOB aOPTHI U JIETOUHOM apTepuu. Y BceX OOJIbHBIX HAOMIOMArOTCS
TUIOIIA31s MO3KEUKA U MO30JIUCTOrO TEla, U3MEHEHUs CTPYKTYp OJIMB, BBIPAXKEHHAs] YMCTBEHHAs! OTCTAIOCTb,
CHM)KEHHE MBIIIEYHOTO TOHYCA, IIEPEXOAIIEE B OBBIIEHUE CO CIIACTUKOM.

[IpoomKUTENBHOCTD JKU3HU JETEN ¢ CUHAPOMOM DBapiaca HeBenuka: 60% aetelt yMuparoT B Bo3pacte J0 3
Mec, J0 To/1a JJOXKUBAET JIUITh OJUH peOCHOK U3 IECSITH; OCTABIIUECS B )KUBBIX - TITYOOKHE OJTUTO(PPEHBI.



Puc 13, 14, 15 — curapom DaBapca



Puc 16 — cunapom IaBapca







PacripocTpaHeHHOCTh, 3THOJIOTUS H
[MAaTOrCHE3:

Hetunmuneie pacliCJINHbI tICI)CI'IHO-J'II/II_ICBOI\/,I o01acTu pcacCTaBJICHLBI

OTPOMHBIM KOJIMYECTBOM BUJI0B, OOJIBIIMHCTBO U3 KOTOPBIX MOT'YT OBITh
OTHECEHBI K OJJHOM W3 TPEX T'PYIIIL:

* ]) yepenHO-THUIIEBBIE PACILICIUHBI;
* 2) OOKOBBIC JIUIEBBIC PACIICINHEI;
* 3) OpOUTO-BEPXHEUYECIIIOCTHBIC PACILICIUHBI.



B nonyssiiuy HETUIIUYHBIEC PACIICIUHEI
pacIpoCTpaHEeHbl HAMHOI'O PEXKe
10 CPAaBHEHUIO C pacllieInHaMu ryObl M HEOA.

Yacrora Bapeupyer oT 1,9 10 6,8 Ha 100 ThIC. HOBOPOXKICHHBIX.

HetunuunHsie pacuiegnHbl Y4€PEIHO-TUIIEBOU 00IaCcTH
MOT'YT OBITh
KaK U30JIMPOBAHHBIMU,
TaK 1 KOMIIOHEHTaMM HACJIEICTBEHHBIX CHH/IPOMOB,
KaK OJJHOCTOPOHHUMH, TaK U ABYCTOPOHHUMH,
KaK IMOJHBIMH, TaK U HETIOJHBIMHU.



* BO3JEUCTBHE PaIUOAKTHBHOIO M3IyUYEHHS BO BpeMs OEpEMEHHOCTH;
* MAaTEpUHCKUI MeTaboMnUeCcKuil AucOananc (MOBBIIICHUE
TEeMIIEpaTyphl Teaa, ASHUITUT BUTAMHUHOB U MUKPOSJIEMCHTOB,

B yacTHOCTH Cu , MaJIOBOJINE, SHJAOKPHUHOIIATHH, B YACTHOCTH CaxapHbIN
auadeT ¥ TUCHYHKITNN ITUTOBUIHOMN KEIIe3bl);

* HHOEKIIMOHHBIC 3a00JI€BaHUs BO BpeMs OEpEMEHHOCTH;
* TIpUEM JIEKAPCTBEHHBIX MPENapaToB ¢ MyTareHHOW aKTUBHOCTHIO

(MPOTUBOCYIOPOKHBIX, AHTUMETAO0TUTOB, TPAHKBUIIN3aTOPOB,
CTEPOUJIHBIX TOPMOHOB H JIp.).



IIaToreHe3 HETUNMMYHBIX PACIIEINH YePEMHO-JINLEBOH 00JI1aCTH CBA3BIBAIOT
C CHUCTEeMHbIMH HAPYUICHUSAMHU B IPAHUILAX
1 1 2 ;ka0epHBIX AYT B IePHO SMOPHOHAJIBHOIO Pa3BUTHS.

- B TEUCHUE MEPBBIX 4 HEJ. IMOPUOTEHE3A )KabepHas Ayra pa3iBauBacTCs U
dbopMUpYET CKYJy U BEPXHIOI YEIHOCTb.

- K 6-i1 Hefene oTpoCTKH HUKHEW YETIOCTH COCIUHSIIOTCS, 00pa3ysi HUKHIOIO
YEJIFOCTh.

- OTpOCTKM BEpXHEU YEIIOCTH BCTPEUAIOTCS C MIAPOBUIHBIMU OTPOCTKaMu, (popMupys
BEPXHIOIO T'yOy U HO3JIPH.

- B a10T k€ mepuoa Ha XBOCTOBOM rpaHuIle 1-i )kabepHOM AyTW U TOJIOBHOM I'paHUIIS

2-i1 )ka0EpHOM TyTH MOSBIISIOTCS TPU Oyropka, GpopMupys BHELIHEE YXO.

- U3 1-i1 )xabepHOl 1yru GOpMUPYIOTCS KO3EJI0K U TOJI€Hb 3aBUTKA YITHOW paKOBUHBI,
HaKOBaJbHS U MOJIOTOYEK cpeHero yxa. M3 2-i sxadbepHoil 1yru hopMUPYIOTCS
CTpEMsI M OCTaJIbHBIE COCTABJIISIIOIINE BHEIIHETO yxa. K 8-i1 Henene nuieBbie
pacielHbl SMOPHUOHA 3aKPbIBAIOTCS, OPOPMIISIIOTCS TYOBI U pOoT. OTPOCTKHU BEpXHEU
YEJIIOCTH U OOKOBBIE OTPOCTKU HOCA O(OPMIISIFOTCS U TIOSIBIISIFOTCSI HOCOCIIE3HBIE
OOpO3IKH.

JIx000# 13 MePEUNCICHHBIX BbIIIE YK30T€HHBIX (PAKTOPOB MOXKET MOBIHUATH
Ha MPOILIECC CpacTaHUsI WU Pa3BUTHUS SMOPUOHAIBHBIX CTPYKTYP, YTO B
KOHEYHOM UTOT€ MPUBOJUT K (DOPMUPOBAHHUIO PACIICIIHH.



B nocnemnane roasl BEICKAa3bIBAIOTCS MPEAIOI0KEHNS O TOM, 9TO
hopMHUpOBaHKE PACIICINH JUIa 00YCIOBICHO HAPYIICHUSIMU T'€HETUYCCKUX
MEXaHH3MOB aIloITo3a
MTOBEPXHOCTHBIX SIMUTEINAIBHBIX KIIETOK,

KOTOpBIE MPUBOAAT K U3MEHEHUSIM COOTHOIICHUS
SIUTEINATIBHOTO Oapbepa U ME3CHXHUMBL.

Me3zenxuma, CBOOOIHO MPOHHUKAS B IPOCTPAHCTBO MEXKTY

OTPOCTKaMH, HapyIIA€T Pa3BUTUE COCYAUCTON CETH BHYTPHU U
MEKIy HUMU U NPEIMSITCTBYET, TAKUM 00pa3oM,
UX CPAIICHUIO.

OnHako UCTUHHBIC MEXaHW3MbI (POPMHUPOBAHUS JIMIIEBBIX PACIICINH €I 10
KOHIIAa HE M3YUYEHBI. DTO 00CTOSTEIHCTBO 3aTPYAHSICT CO3JaHNE CUCTEMBbI
TEPMHUHOJIOTUM U KIacCU(PUKAIINH.




B nuteparype onucaH psii BpOXKACHHBIX JehopMalldil YepenHO-IUICBOM
00JIaCTH ¥ CUHAPOMOB, IPOSBIISAIONINXCS HETUIIMYHBIMH pacilieInHaAMHU, B
YaCTHOCTH:

- Kocas pacmienanHa auna (1 puc);
-IoIepeYHas paciiermHa auna ( MaKpocToma)




-cunapoM IIpepa-Pobena;




-CpCaArHHAaA paClICIIMHA HOCA,

-cunipoM [onbaenxapa (panro-aypuKyao-BepTeOpaibHbINA
CUHJIPOM);




-Cungpom Opanueckert — Komnmmnza
(4EIOCTHO-IUIEBOM TU30CTO3);




- cuapom Tpuuepa-KosmmrHza
(HM>KHEYEIIOCTHO-JIMIIEBOM IM30CTO3);
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YepenHo-KIFYUYHbIN JU30CTO3




AJITOPUTM JICUCHUS U peadUIUTAILIUM AETEU C paclleIUHON TyObl U Heba

[IpoBOoaMMBIE MEPOTIPUATHS

[leneBas rpymnma

OntumanbHbIE CPOKH

yanpaBBYKOBOC 06CJ'I€I[OBEIHI/IC Ha

NpeaAMET HAJIUYUS PACIICIINHBI

KOHCYJ'ILTaI_II/IH I'CHCTHKA

HNudopmarmonHas moaaepxka

Bce 6epeMeHHLIC KCHIIIMHBI

I'pynna pHucKa (Hamuyue
3a0oneBaHusi B CEMEWHOM
aHaMHe3e)

CeMbH zieTeH C paclieTMHON

Bosmoxxuo C 20 HENeIu
BHYTPUYTPOOHOTO Pa3BUTHS

[pu TUTAHUPOBAHHUU WITN
KOHCTaTaluu dbaxra
OCpEeMEHHOCTH

Cpazy nocie JIMAarHOCTUKU
paciieIuHbI

O6cnenoBanue pebeHka s
HNCKIIHOUYCHHUA BO3MOXHBIX
COHYTCTBYIOHII/IX HOpOKOB pa3BI/ITH${

KoHcynbranms reHeTuka s
HUCKJIIOYEHUS T€HETHYECKUX
CHUHJIPOMOB

Bce HOBOpOXIEHHBIE C
pacuieTMHaMu

HoBopoxnennsie ¢

CONYTCTBYIOIIEH BPOKICHHOM

naToJIoTuen

[TepBbie HEAECIH KU3HU

Cpazy nocne moo0cnea0BaHms
pebenka

ITocTanoBKa Ha y4eT y OpTOIOHTA
Pannee opronenuueckoe Ie4eHue

YcrpaHeHue paciienuHbl BEpXHeH
ryObI

JleTu ¢ paclieanHon BepXHen
ryosnl 1 HeOa (Kak
OJTHOCTOPOHHEW, TAK U
JIByCTOPOHHEM )

JleTu ¢ paclennHol BepXHen
ryObI

2-5 MecsieB

3-6 Mmecs1ieB



[TocTaHOBKa Ha y4eT y JIOTONea, Ha4aio JOTONEANYECKUX Jetu ¢ paciennHoi HeOa 11-12 mecsmes
3aHATUI
YcrpaneHue pacuienuHbl Heba Jetu ¢ pacmenuHo#i HeOa 1-2 rona

PexoHCTpyKTHBHAS XeHIOMIacTHKa / XeHIOPUHOILUIACTHKA Jetu ¢ pyOoBoii neopmarield BepxHei ryosl u 4-6 ner
HOCa
TummanocTomMus Jletn ¢ 9acThIMH OTUTaMH, 00y CIIOBICHHBIMHU 2-4 roma

HaJIMYUEM pacCHICITNHbL Heba

3aHATHS C JIOTOIIEAOM Jetu ¢ pacuiennHON HEOA Ha mpoTskeHUH BCETo BO3PAcTHOTO MEpHO/Ia
HabnroneHue opToaoHTa Jletu ¢ paciienrHon aabBEOIIPHOTO OTPOCTKA, Ha npotsxkeHnn Bcero BO3pacTHOro nepuoaa
HeOa

VerpaneHne pacieTnHbl abBEOSIPHOIO OTPOCTKA JletH ¢ pacIeTMHON aIbBEOIISIPHOTO OTPOCTKA 8-11 et

HaGironeHune opromoHTa JleTH ¢ pacIesIHHON aTbBEOJISIPHOTO OTPOCTKA, Ha nipoTsbkeHrH BCero BO3pacTHOTO MepHo/Ia
Heba

OpTOIOHTHYECKOE JICUCHUE Jletn ¢ Hemopa3BUTHEM BEPXHEH YeOCTH, ITo mokazaHusm

nedopmarueit 3yoHoro psijia

3aHATHS C JIOTOICIOM Jetu ¢ pacuienuHoON HEOA ITo mokazanusiM

PexoHCTpYKTHBHAS PHHOIIACTHKA / XSHIIOPUHOILUIACTHKA Jetu ¢ pybrosoii gedopmarieid BepxHei ryosl 1 [To nmokazanusim
HOCa

Hab6nronenne oOpTomoHTa Jletu ¢ pacieanHoON aJbBEOJIIPHOTO OTPOCTKA, Ha npoTskeHnn Bcero BO3pacTHOTO Neproia
Heba

OpTOROHTHYECKOE JICUCHUE Jeru ¢ nedopmanueii 3yoHOr0 psina ITo noka3zanusm

B kauecTBe NOArOTOBKU K KOCTHO-
PEKOHCTPYKTHBHBIM OIEPALIUAM

KoCTHO-PEKOHCTPYKTHBHBIE OIIEpaLlui Hetu ¢ nedopmanmeii yenrocreit 15-16 net

dapuHromnaacTuka Jletn ¢ HeOHO-IIIOTOUHON HEAOCTATOUHOCTHIO 15-16 net



Nudopmanus, BHOCMMAS B JJIEKTPOHHYIO 0a3y JTaHHBIX, U HCTOYHUKH JTAHHBIX

Hcrounuk
Brocumas undopmarus
O6mmue nannsie (PUO, nara poxxaeHus, aapec, CraunonapHast uctopus 00J1€3HH, ONPOC MaTepu
tenedpon, PO marepn)
CeMeiHbIN 1 aKyIIepCKuii aHaMHE3 Onpoc MaTepu, MPOTOKON aKyIIEPCKOTO OCMOTPa,

3aKJIFOYCHUC HCOHATOJI0Ta

JlaHHBIE O COIYTCTBYIOIIEH NATOJIOTUH AmOynaTopHasi MOIUKIMHUYECKAst KapTa, 3aKII0UCHNS
CTIEIHATINCTOB, JAHHBIC 00CIICIOBAaHNS B OTICICHUH

WHdopmanus o mpeablIyux BMEIIaTeIbCTBAX BbInucky n3 cTarMoOHApHBIX UCTOPHA 00JIe3HN

JlaHHBIEC 0 Ka)XI0¥ TOCTIMTAIN3AINHN (IIPOTOKOI CrammoHapHas HCTOpHs OOJIe3HN
olepayn, 0COOCHHOCTH TEYCHHS aHECTE3HU 1
MIOCJICONIePALIMOHHOTO MTepHo/a)

KommeHnTapun crieninannucTos (Xupypra, OpTOAOHTa, 3amuch CrenyatucTa B CTallHOHAPHON HCTOPUH
noronena, JIOP-Bpaua) 00JIe3HH, THIHBIC KOMMEHTAPUH

OcHoBHOU TpoOneMol peaOwiMTaluu J€Tel C pacuieIuHOM TyObl U Heba  sIBIseTCS
HECOOTBETCTBHE CPOKOB OIIEPATHBHBIX BMEIIATEIHLCTB ONTUMANIBHBIM. [locnenaue pa3paboTaHsl ¢
y4eToM (DyHKIIMOHAIBHBIX HAPYIICHUH, BBI3BIBAEMBIX HAIMYUEM TOTO WM HHOTO aHATOMHYECKOTO
nedekxra. bonplmmoe 3HauYeHWE WMEET TakKe CBOCBPEMEHHOE Hadajlo MW aJCKBaTHOCTH
OPTOJAOHTHYECCKOTO M JIOTONCAMYCCKOTO JICUCHHMS, IJII Yero pPeOCHOK MOKEH COCTOSTh Ha
JTUCTIAHCEPHOM y4Y€T€ Y COOTBETCTBYIOIIUX CIICIIHATHUCTOB.



