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Tema: «IIPEHATAJIBHAS TTATOJIOT US».

I. Hean:

CTyIeHT noiDKeH e  OmnperneneHue NpeHaTaIbHOM NaTOJIOTHH, STHOJIOTHS ¥ IIATOT¢HE3 Pa3BUTHS

3HaThb

e [lonsTns o meprosax mMporeHese U KUMarorexnese; ['ameronaTuu, 61acTonaTum,
SMOpHonaTun
e Kiaccuduxanus BpoKICHHBIX TIOPOKOB PAa3BUTHS

Crynent nomken e  OueHHUTH 3HAUYECHUE NIPEHATAIBHON NAaTOJIOTUH IS IUI0/A , IPUYMHBI CMEPTH IIPU

yMEThb

BPOXIACHHBIX MOPKaxX pa3BUTHUA, I/IH(i)eKHI/IOHHLIX u HCI/IH(i)eKIII/IOHHI)IX (l)eTOHaTI/IHX?

CTy,Z[eHT JOJIKCH L4 IlaTomoroanaToMU4Ye€CKMMHM 3HAHUSAMHU JJ1 HOHUMaHHUS Mop(boreHe3a, u

BJIAJIETH

MHUKPOCKOITMYECKON TUarHOCTUKHU BPOIKJICHHBIX TIOPOKOB Pa3BUTHS, HHPEKIIMOHHBIX
1 HeWH(PEKINOHHBIX (heTomaTHit

Il. Heo0xomuMblii ypoBeHb 3HAHUIA:
a) M3 CMEKHBIX TUCIUILIMH
1Pa3BuTHS 3apopiina
2. IlonsTHs 0 sMOpHOTEHE3e
0) M3 TeKyLIero 3aHATHS
1. TIlepuonsl pazBuTHs 3apoplia. [IpuunHbl pa3BUTHS NPEHATAIBLHOM NaTOJIOTHU U U3 3HAYCHHE JIIs
opranusma
2.BposIeHHbBIe TTOPOKH Pa3BUTHS

I11. O0beKkT U3yueHus:
Maxkponpenaparsbl :

1. cumaMmckue OJIM3HEIBI
2. nmabermdeckas eromaTus
3. ¢daxomenns

Muxkponpenaparsl:
1. nmuabertmueckas peTomaTHs
2. MUIHapHBIC T'YMMBI TICYCHH TIPU BPOXKACHHOM cruuirce

IV. UudopmanmnonHas 4acTh

IIpexne yeM NPUCTYNHTh K W3YyUYEHHIO TEMBI HACTOSIIEH JIEKIIMH HEOOXOAMMO BCIIOMHUTH HEKOTOpHIE
obmue ¢punocodhckre MOHITUS U3 Kypca OHOJIOTHMH M TUCTOJIOTHH, B YACTHOCTH, YTO TaKOE OHTO - U (uiiorenes, a
TaKXe HTaNbl HOPMAJIBHOTO PAa3BUTHS IUIOJA.

OHTOreHes — 3T0 Mpouecc MHAMBHAYAJIbHOI0 PA3BUTHA OPraHM3Ma OT MOMEHTA €ro 3apo:KICHUS 10
CMepTH.

TepMuH “OHTOTEeHEe3” BBEJCH HM3BECTHBIM HEMEIKUM Yy4YeHbIM O.[ekkeneM B CBS3U ¢ (HOPMYIHPOBKON
OCHOBHOTO OHMOJIOTHYECKOTO 3aKOHA, COTJIACHO KOTOPOMY OHTOT€HE3 €CTh KpaTKoe M C)KaToe MOBTOPEHHE
(unorenesa — mpolecca UCTOPUYECKOTO Pa3sBUTHSI OPraHMYECKOTO MHUpa (OTAENBHBIX THIIOB, KIIACCOB, OTPSJIOB,
CEMEHCTB, POIOB, BU/IOB XKHUBBIX OPIaHHU3MOB).

B ocHOBe oOHTOTeHe3a JIEKHT ILElNb CTPOTO OIpPENENCHHBIX IOCIeI0BaTEIbHBIX OHOXMMUYECKHX,
(usronornueckux U MOop(hOJOTHIECKUX U3MEHEHUH, crieuUUecKux Ul KaXI0ro U3 epHoI0B HHIUBHIYAILHOTO
Pa3BUTHSA OpraHU3Ma.

B cooTBeTcTBHU C AITHUMHU U3MEHEHUSMH OHTOI€He3 IPUHSATO JICTUTh HAa IMOPHOHAJIBHBIN (3apoAbILIeBbIii,
WM MpeHaTaJbHbI) Mepuox M MocTIMOPHOHAIBLHBII (Mocae3apoabIleBbId, HJIH MOCTHATANbHBII). [TepBbrii
OXBaTBIBACT BPEMs OT OIUIOZOTBOPEHHUS A0 POKACHUS, BTOPOH — OT POXKICHHUS JO CMEPTH.

OOmmenpu3Hano, 4YTO OpPraHU3MbI, Pa3MHOXKAIONIMECS MOJIOBBIM IIyTE€M, 3apOXIAlTCs B MOMEHT
OIUIOJIOTBOPEHUS SIMIEKIETKN CIEPMaTO30MIaMH, B pe3ysbTare dero ooOpasyercs 3apoisim. HekoTopsie
WCCIIE/IOBATeIN BBLACISIOT €lIe INPea3apo/bIIeBYI0 CTaJAMI0 OHTOTeHE3a, COOTBETCTBYIOUIYIO (OPMHPOBAHHIO
SMLEKIETKU U CEPMaTO30110B, KOTOPas BO MHOTOM OIPEENIAeT MOCIEAYIOIIee Pa3BUTHE 3aPObIIIA.

B pesynbrare nepBOHaYaILHOTO JIEJICHUS OIUIOAOTBOPEHHOW SIMIIEKIIETKH (3UTOTHI) BO3HHKAET KIICTOYHAS
Mmacca (Oyacromucra), COCTOSILAs W3 BHYTPEHHEH KIETOYHOM Macchl (3MOPHMOHANBHBIA [HCK), OKPY>KCHHOU
HapyXHBIM cioeM (Tpodobmactom). Kietku tpodobiacta akTHBHO NMEHETPUPYIOT SHAOMETPHA W (OPMHPYIOT
nanenTy. KieTkn sMOpHOHAIBHOTO IHCKA SBISIIOTCS TOTHUIOTEHTHBIMH (TO €CTh, 00JagaroT CIIOCOOHOCTHIO
muddepeHIUpoBaTECS B JTIO00H THI KJIETOK OpraHu3Ma). B pesyipraTe mepBOHAYaIbHOH AU(QEepeHINPOBKH
00pa3yIoTCsl TPH MEPBUYHBIX 3apPOJBIIIEBIX JICTKA: SKTOAEPMa, ME30IepPMa, SHTOZEpMa, 3 KOTOPHIX 3aTeM



00pa3yroTcsl pa3NUuYHBIE OpraHbl OpraHW3Ma B pPE3yJbTAaTe [ENCHUS, OpraHm3auuu u AuQQepeHIIMPOBKU
COCTABJIAIOMMX MX KiIeTOK. CKOIUIEHWE NMPUMHUTHBHBIX KJIETOK, M3 KOTOPBIX B JANbHEWIIEM pa3BUBACTCA OpPTaH,
Ha3BaHO 3aKIagkoW opraHa. [I0THOCTBIO pa3sBUTBIA OpraH COCTaBIEH W3 BHICOKOAN((EPEHIMPOBAHHBIX KIIETOK,
BBITIOJTHAIOIMNX CHENU(PUIECKYIO (QYHKINIO ¥ MMEIOIIUX OTPaHWICHHYIO CIIOCOOHOCTh K AENEHHIO. boIbIIMHCTBO
OpPraHoOB YeJIOBEKAa OKOHYATEILHO (OpMHUpYeTcs W (YHKIMOHUPYET YK€ K MOMEHTY poxaeHus. OJHH OpraHsl,
TaKhe Kak cepjle, MOJHOCThIO (OpMHUPYIOTCS ellle BO BHYTPHUYTPOOHOW KM3HH, a JpYyrHe, HanpuMmep, JIETKHUe,
MPOJOJIKAIOT PAa3BUBATHCS €lle B TeueHHe 3-4 Hepenb Mocie poxaeHWs. Mo3r NpojoikaeT pa3BUBATHCS IOCIE
POXKIECHUS, TOCTHTasl 3pENIOCTH K CEMIIIETHeEMY Bo3pacTy. [loioBoe pa3BuTHe NIPOUCXOJHUT BO BpeMs IyOepTaTHOTO
nepuoja.

[lonsTHe “npeHaTanbHasi (aHTeHATAJbHAsl)) NATOJIOTHsA” BKIIOYaeT B ceOs Bce MNATOJIOTHYECKHe
NMPOLECChl U COCTOSIHMA YeJI0BEYeCKOro 3apo/bIlia 0T MOMEHTAa OIJIOJOTBOPEHHS M 0 POXxKIeHHs pedeHKa.
[penaranpHelil nepuon yenoseka ucuncisiercs 280 qusmu, i 40 HeesnsIMH, TOCTIE Yero HaCTYNA0T POJIBL.

Bce pasBurne, HauMHAs OT CO3PEBAaHUS MOJIOBOW KJIETKH (raMeThl) 10 POXKIECHHUS 3PENIoro IUIoja, ASNAT Ha
JiBa Iepuoa:

O TEepUOJ MPOTreHe3a;
o mepHon kuMmartoreHesa (0T rped. Kyema — 3apopi).

Ilepuoa mporeHe3a COOTBETCTBYET CO3PeBAHMIO TraMmeT (SIHMICKIECTOK W CIIEPMATO30MAOB) 1O
OIUIOOTBOPEHUS. B 3TOT mepro BO3MOXXKHO BOSHUKHOBEHHE NMATOJIOTHH TaMET — raMeToNnaTHH.

ITepuoa KuMaToreHe3a — COOTBETCTBYET MEPHOAY OT OIUIOJOTBOPEHHS A0 POAOB. B HeM paznuyaroT TpH
neproa:

a) O1acToreHes — mepuo] OT OIIOAOTBOPEHHUs 10 15 nHs GepemeHHOCTH. B 3TOT mMepnon upet apobieHue
stiia, 3aKaHYUBAETCs 00pa3oBaHUEM 3MOpuobIacTa u Tpodobdiacra;

0) sMOpuoreHe3 — nepuoj ¢ 16 mus 10 75 maHA GEPEMEHHOCTH, UAET OCHOBHOM OpraHOTEHE3 U 00pa3yercs
AMHHOH M XOPHOH;

B) ¢erorenes — mepuon ¢ /6 aus mo 280 meHb OCPEMEHHOCTH, MPOUCXOMUT AU(PPEPCHIUPOBKA U
co3peBaHNe TKaHe I10/1a, 00pa3oBaHKe IUIAIICHTEI, a TAaKXKe poXaAeHue 11oaa. deTorenes B CBOIO 0UepeIhb IEIUTCS
Ha:

o pannuii ¢peranpubiii nepuon (76-180 neHs GepeMeHHOCTH);
o mo3auui peranpublii nepuox (181-280 nens GepeMeHHOCTH).

K koHIy paHHero ¢QeraspHOrO IepHoja HE3penblii Iuo[ mproOpeTaeT >Ku3HecocoOHOCTh. [lo3mHui
(eTanpHBIl TEpHOJ 3aBEpIIACTCS CO3PEBaHHEM IUIOJAa C OJHOBPEMEHHBIM cTapeHHeM IuianeHThl. C mepuomom
KHMAaToreHe3a COBNajaeT MepuoA KUMATONATHH.

[MocnenoBaTebHOCTE MOSBICHUS M PA3BUTHS PA3IMYHBIX IPU3HAKOB OPraHM3Ma YeJIOBEKa MPOUCXOIUT O]
KOHTpOJIEeM TeHeTHueckoro ammaparta. OHTOreHe3, TakuM 00pa3oM, SIBJIseTCS MNPOLECCOM PpeaM3anuH
NOJIyYeHHOH OT poauTeeil HacjelcTBeHHONH MHGOPMALMM B KOHKPETHBIX YCJIOBHMSAX OKPYXKalOLIeH cpelbl.
BMmecte ¢ TeM cremyeT NMOAUEPKHYTh, YTO HapAgy C >KECTKO 3alporpaMMHPOBAHHOCTBIO “paboTHI” T'€HOB, BCETrO
TeHEeTHYECKOTO amapaTa OKpy’Karollas Cpefa B MPOIecce OHTOTE€HEe3a OKa3hIBaeT Pa3sHOOOpPa3HOE BO3ACHUCTBHE Ha
aKTUBHOCTbH I'€HOB.

W3ydenne reHeTH4ecKOi MpOrpaMMbl OHTOTEHE3a B 3HAUNUTEIBHON CTETIEHH TIOMOTJIO BBISBICHUIO IPUYMH, a
TaKkXke pa3paboTKe METONIOB JIedeHHs 3a00JIeBaHMH, CBA3AHHBIX C HApPYLICHHEM MIEATENbHOCTH T'CHETHUECKOTO
ammapara.

3HaHMe OCOOEHHOCTEW TedeHWs TakuX 3a00JIeBaHMH, NPUYMH WX TIOSBJICHHS IIOBBIIIAET IIAHC Ha
n3JIeYNBaHNE. DT JaHHBIC HEOOXOIMMBI IJIsl MEANKO-TE€HEeTHYECKOTO KOHYJIbTHPOBAHMS TIPH IUIAHUPOBAHUN CEMbH,
TIOCKOJIbKY BBISBJIEHHE HOCHUTEIHCTBA T'€HOB, OOYCIOBIMBAIOIIMX Pa3BUTHE TOW WIIM MHOW OOJIE3HH, MO3BOJISET
Bpady JaTh PEKOMEHJAINK O CTENIEHH PUCKa Nepe/ladd TaKUX TeHOB TOTOMCTBY.

IT'AMETOIIATUN

ITonarue “rameronaTun’” OXBATHIBACT BCE BU/BI TIOBPEKACHUI MY CKOH M JKEHCKOH raMeTsl (IHIEKIeTKH U
CIepMaTO30M1a), BO3HMKAIONIME BO BpeMs OBO- U CIEpPMATOreHe3a MO0 OIUIOAOTBOpeHus. ['ameromarum
00yCJIOBIIEHBI, TJIABHBIM 00pa3oM, MyTalMsMH. TepMHUH “MyTaluu’ IMUPOKO HCIIONB3YyeTCs IS 0003HAYCHHSI
JMOOBIX CTaOMIBHBIX BPOXICHHBIX TEHETHUECKMX W3MEHEHHH, HECMOTpPsS Ha TO, CBS3aHBl OHM WJIH HET C
OTIpeeTsIEMBIME CTPYKTYPHBIMH HapyLICHUsIMH B XpOMOcOMax. B 3aBUCHMOCTH OT TOro, B KakUX CTPYKTypax
HacJIECTBEHHOTO ammapaTa raMeThl IPOW30ILIa MYTalys BO3MOXHO Pa3BHTHE Pa3IMYHBIX MYTAIMH: TC€HHBIX,
XPOMOCOMHBIX WJI TEHOMHBIX.

HopmanbHblii XxpomocoMHbIii Hadop: HopmanbHble KieTkH denoBeka MMeEIOT 46 xpomocoM: 22 mapsl
ayToCOM U JBE MOJOBbIE XpoMocoMbl. IIo 0gHON XpoMocOMe B KaKJOW Mape YeNoBEeK IMOJydaeT OT Ka)KJOoro
poautes.

ITosi0oBBIe XpOMOCOMBI — 3TO Mapa X XpPOMOCOM Yy XCHIIMH U X HU Y XPOMOCOMBI y MYXKYHH.
I'enernueckuii mom MoXeT OBITH YCTaHOBIEH NPH HCCIEAOBAHMM KapHOTHIIA (3TOT METOJ SIBIIETCS HamOolee
TOYHBIM) WJIM TIPH MCCIIEJOBaHUHM KJIETOK Ha Hainune Tejen bappa. Korma B kierke mpucyrcTByeT ase X
XPOMOCOMEI (KaK Yy HOPMaJbHOM KEHIIWHEI), OHA W3 HUX (Tenbue bappa) MHaKTUBUpYyeTCS W KOHICHCHPYETCS Ha
sepHOr MeMOpaHe. Omcymcmeue menvya bappa CBUIETEILCTBYET O HATMYUU MOIbKO 00HOU X Xpomocomsl (Y
HOpMaseHOro My>kunHbl (XY) u npu cunapome Teprepa (XO)). Tensua bappa Hanbosee yerko onpenensrorcs B
Ma3KaX MHOTOCJIOHHOTO 3IUTENHs, KOTOpPBIE MOJY4aloT IyTeM COCKaOJIMBaHUS OYKKalIbHOW CIIM3UCTOH 0OOJIOUKH.



Y XpoMOocOMy MOKHO BBIIBUTH B MHTEP(}A3HOM spe HM3-3a CHIIBHOH ee (IyopecueHIUH B yIbTpadHOIETOBOM
CBETE TOCIE MIPEABAPUTEIHHOI OKPAaCKH KBUHAKPUHOM. JJaHHBINA METO[ SIBIISIETCS] OHUM U3 CIIOCOOOB OTIpEeICHUS
TEHETHIECKOTO TI0JIa.

aMEeThl SIBIISIOTCA HOCHUTENSIMH TCHOB, YHACJECIOBAHHBIX HMMH HE TOJNBKO OT POJMTENEH, HO M OT BCEX
OTHAJECHHBIX TNPEOKOB. TsDKENble MOBPEXICHUS TaMEeT MOTYT BECTH K HX THOeNn, pasBUTHIO OeCIuIonus,
CIOHTaHHBIX a0OpTOB W BHIKHAbIIEH. ['amera ¢ pmedeKToM TeHAa WIM TEHOB MOXKET CTaThb HMCTOYHUKOM
HACJIEJICTBCHHBIX IIOPOKOB PA3BUTHS WU 3a00JICBaHHUI.

HAPYIIEHWS PA3BUTUSA IIJIOJA B PE3YJIbTATE TEHETUYECKHX [TOBPEXJIEHUI.
XPOMOCOMHBIE ABEPPALINM.

MexaHH3MbI XPOMOCOMHBIX a0eppanuii:

1. HepacxoxxaeHne roMoJIOTHYHBIX XPOMOCOM MPOUCXOJUT NPH TIEPBOM MEHOTHUECKOM [ICNICHHH, B
pe3ynpTaTte KOTOporo o0pa3yroTcst TaMeTsl. Takum o0pa3oM, OJlHAa raMeTa IOJydaeT Hmapsl XpOMOCOM, a
BTOpas HE TIoiydaeT HH OAHOW. [locie BTOPOro MEHOTHYECKOTO IeNieHHsl O00pa3yroIuecss T'aMeThl
comepxar 24 wim 22 XpoMocoMBl. Takie raMeThl Ha3bIBAIOTCS aHAYIUIOMAHBIMA (KOJHYEeCTBO XPOMOCOM
B HHX He paBHO 23, HOPMAJbHOMY TramJIOMIHOMY Hadopy denoBeka). [Ipu ormIOmOTBOpEHUH
AHIYIUIOMJHOM raMeThl HOPMaJIbHONW 00pa3yeTcs aHIyMIONIHAS 3UT0TA, UMEIONIAst WIN TPU OANHAKOBBIC
XPOMOCOMBI (TPUCOMHSI) WM TOJbKO OAHY (MoHOcomus). TpmcoMmss MIM MOHOCOMHSI IIOJIOBBIX
XpOMOCOM OOBIYHO COBMECTHMA C JKH3HBIO, Harmpumep, cunapoMm Kuaitndensrepa (XXY), cunapom
Tepnepa (XO). IIpu ayTocoMHOI MOHOCOMHUU TepsieTCS OTPOMHOE KOJIMYECTBO T'€HETHYECKOro MaTepHara,
MO3TOMY OHa OOBIYHO JieTanbHAa. HekoTopele ayrocomanbHbele Tpucomuu (21, 13 u 18) coBmecTuMBI C
JKU3HBIO, HO CBA3aHBI C TSDKEJIBIMU HapyIICHUAMHU.

2. Hepacxo:xaeHne XpoM0OCOM Ha paHHHX 3Tanax pa3BUTHS 3UTOTHI IPUBOANUT U PA3BUTHIO MO3AUIHM3MA.
MIPUCYTCTBUIO B OpPraHWU3ME YEJIOBEKA JIBYX HJIHM OOJIee TeHETHUECKH Pa3IMYHbIX KICTOYHBIX IOITYJISIHH.
@DeHOTHITMYECKUE TIPOSBICHHUS HApPYyIICHWH KOJEONIOTCS OT HOPMBI K KIIACCHYECKHM IPOSIBICHUAM
XpOMOCOMHBIX abeppanuii. Tak, HarpuMep, y 4eloBeKka ¢ MO3andHBIM Kapuotunom Teprepa (45,X/46,XX)
nposiBIeHUST OynyT KojeOaThbesi OT NPU3HAKOB HOPMAlIbHOM JKCHIIWHBI 10 HPOSBICHUH KIACCHYECKOTO
cunnpoma Teprepa (45,X0).

3. Jenenust — 3To OTEps YacTU XPOMOCOMBI B pe3yJbTaTe €€ pa3pbiBa. BONBIIMHCTBO JeneIuii JeTanbHbI
B pe3yibTaTe HMOTEpH OIPOMHOM YacTH IeHeTHYecKkoro Mmarepuaina. Jleipeuus kopotkoro rmieda 4 u 5
XpPOMOCOM NPHUBOAMUT K Pa3BUTHIO XOPOLIO M3YYEHHBIX CHHAPOMOB (cuHapoMm Bonbsdha u cunAapomM
KOIIIaYbero KpHUKa COOTBETCTBEHHO). YacTUYHAsl JeNelus] XPOMOCOM YacTO ONpPENeNsieTCs] B OMyXOJIEBBIX
KJIETKaX.

4. TpaHcaokanuss — 3TO IEPEHOC OTJCIBHOIO CErMEHTa OJHOW XPOMOCOMEI B Ipyryio xpomocomy. Ilpn
cOAIAHCHMPOBAHHOI TPAHCJOKAIIMM BECh TE€HETHYECKHH MaTepuaj COXpaHsSeTcs W OCTaeTcs
(YHKIMOHANBGHO CIIOCOOHBIM, MMO3TOMY ()EHOTHUNMYECKMX TNposBiIeHHH HeT. Hambonee wu3BecTHOM
cOamaHCHPOBAaHHOM TpaHCIOKANWEH SBISIETCS TEpPeHoC meioi 21-oi XpoMocoMBI B 14-yi0 XpoMoOcCOMY.
Takue moam mmeror 45 xpoMocoMm ¢ orcyTrcTBHeM omHOW 14 m omHOW 21 XpPOMOCOMBI M HAIMYHAEM
HEHOPMAJBHOM OOJBIIONH XPOMOCOMBI, coAepkamieid MaTtepran oboux xpomocoM (14 u 21); B oOCHOBHOM
MTOPaXKAIOTCS MY)KYUHBI, KAPHOTUI KOTOPBIX oOo3HawaeTcs kak 45,XY, t(14; 21). ¥V Takux moneit MoryT
(hopMHPOBATHCSI aHOMAIIBHBIE TaMEThI, B PE3yJIbTAaTe Yero y OTOMKOB MOXET Pa3BUBAThCs MOHOCOMUS 21
(HecoBMecTMMas C OSKH3HBIO) WM TPAHCIOKALMOHHBIN THN cuHApoMma [layHa. Jlpyrue THIIBI
cOaaHCHPOBAHHBIX TPAHCIOKALNH SBISIOTCS IPUIUHOMN NPUBBIYHBIX, MM TOBTOPSIOMINXCS aOOPTOB.

5. H3MeHeHns1 B eIMHUYHOM HYKJIEOTH/E — TIPOSIBISIIOTCS HapyIIEHHEM pacuin(poOBKH TPHUILIETHOTO
KOJ1a, HO HE BBI3BIBACT ONPEAEISIEMBIX CTPYKTYPHBIX HM3MEHEHUH B XpOMOCOMaX. DTH HapyIICHUs] HA3BaHbI
00/1€3HAIMH eAMHUYHOTO HYKJIEOTH/AA.

[IPMUYMHBI XPOMOCOMHBIX ABEPPALIUI

BoNbIMHCTBO XpPOMOCOMHBIX NEe(EKTOB MPOMCXOIUT “CIlydaifHO”, TO ecTh 0e3 BHIMNMOI NPUYUHBI, HO B
HEKOTOPBIX CIIydasx OHa MOXET OBITh YCTAaHOBJICHA:

Bospact maTtepn — npH yBeIMUYEHMH BO3pacTa MaTepU MPOMCXOJUT y4YalleHUE CIIy4aeB HEPacXOXKJICHUs
XPOMOCOM, MTOJTBEPXKICHUEM Yero siBisieTcst Tpucomus 21-oi xpomocomsl (cunzapom Jlayna). Puck tpucomunm 21-
oif xpomocombl, KoTopbiii coctaBisier 1:1500 >XMBOpOXXAEHHBIX Y JKeHIIMH B Bo3pacte Moioxe 30 uer,
yBennuuBaetcs jgo 1:30 y skenmmu crapuie 45 ser. IloaTomy OepeMEHHBIM S>KEHIIMHAM crapiie 35 Jer
HACTOSTENTFHO PEKOMEHIYETCS MPOW3BOJUTH XPOMOCOMHBIM aHAMW3 KIETOK IUIOAA, MOJIYYCHHBIX IIPH
AMHHOIICHTe3€. YBEIHYEHHE MATEPHHCKOTO BO3pPAcTa TAaK)Ke CBA3AHO C JPYTUMH CHHIPOMAMH HEpPacXOKICHUS
XpomocoM, Hanpumep, cuaapom Kisitadensrepa.

Honuzupyroniee u3aydyeHue — yBEIMUCHUE KOJIUIECTBA CIy4aeB XPOMOCOMHBIX abeppaluii HabIroanocs
y JIfoJel, BBDKUBIIUX IOocie aToMHON OomOapmampoBku Xwupocumbl u Haracaku. He cymectByer “OezomacHoii”
J0361 MOHM3HMPYIOUIEH paaualyy, IO03TOMY AMArHOCTHYECKOE PEHTTeH-HCCIICZOBaHNE OpIONTHON IONoCTH Y
OGEepeMEHHBIX JOJKHO MPOU3BOIUTHCS TOJIBKO B HCKIIOUUTENBHBIX CIIyJasiX.

MeankaMeHTbl M Apyrue XHMHYeCKHe BellecTBA SIBJISIIOTCS MEHEe 4acTOil MPUYMHON CTPYKTYpPHBIX
U3MEHEHHH XpomocoM. lcrnosib3oBaHHE NPOTUBOOMYXOJEBBIX JIEKApCTB, KOTOpble HapymaroT cunrted [HK, B
paHHHE CPOKH OEepeMEHHOCTH MOTYT NMPUBECTH K IMOeny miojga. MHOXKECTBO MIMPOKO MCIOJIb3YEeMBIX JEKapCTB, B



TOM YHCJIC ¥ aCIIUPHH, BBI3BIBAIOT M3MCHEHHSI KAPUOTHUIIA B TKAHEBBIX KyJIbTypax; OJHAKO Tako# 3¢dext in Vivo e
OIIHCaH.
HAWBOJIEE HACTBIE AYTOCOMHBIE HAPVYIIIEHI A

Cungpom JlayHa sBisieTcs HamOolee 4acTBIM ayTOCOMHBIM HapymieHuneMm (1:700 xuBopoxneHHBIX). OH
BO3HUKACT B Pe3yJIbTAaTe HAIMYUS TPEThei 21 XpOMOCOMBI, YTO MPUBOANT K Pa3BUTHIO XapPAaKTEPHBIX KIMHUYECKUX
TpOsIBICHUH. J[eTH MMEIOT XapaKTepHBI KOCOH pa3pe3 IJla3 ¢ YIUIOMIEHHBIM MpoduiIeM, KOCOCMOTPSIINE TIIa3a,
PE3KO BBIPAKCHHBIC BEPTUKAIBHBIC KOXKHBIE CKJIAAKH, NMPHUKPHIBAIONINE MEAHMANBHBIN yroi TIa3HOM ILNENH, Tak
Ha3bIBAEMOE CXOJCTBO C JIMIIAMH a3MaTOB, PAHbBIIE HA3bIBAEMOE ‘‘MOHTOJIOMAHBIM” . IIOCTOSHHBIM NPH3HAKOM
ABJISIETCS OTCTaBaHHE B YMCTBEHHOM pa3BUTHH. 30% MaIIeHTOB MMEIOT BPOKACHHBIE ITOPOKU CEpAlla, Hamboiee
4acTo — JAe(EeKT MEXOKEIyJ0YKOBOH meperopoaku. Tarkke y O5TUX OOJBHBIX MOBBILICHA 3a00J€BaEMOCTb
pa3IMYHBIMK MHOEKIMAMH, S3BOH ABEHAIATUIIEPCTHOM KHUIIKH U OCTPOIl JIekeMuel. Y NMalnnueHToB, J0KHUBAIOIINX
J10 B3pocioro Bospacta (50% u Gosee) 4acTO pa3sBHBAETCS MPECEHWJIbHAS IEMEHIUs C NPU3HAKaMH OOJIE3HH
Anbrreiivepa. IIpy 5ToM B o4arax MOBpeXACHHs HaKallIMBaeTcs OeTa-aMWIIOWA; MpEAroaracTcs, 4ro reH oera-
amMHIIoOnJa pacroiioxkeH B 21 xpomocome. My KUuHBI ¢ cuHApoMOM JlayHa 0ObIYHO OECIIIOAHBI, a )KEHIUHBI MOTYT
poxatp nmereil. Ilotomkn martepedt ¢ cuHApoMoM JlayHa MOTYT OBITH HOpPMAalbHBIMH, IIOTOMY 4YTO JHIIHAA 21
XpOMOCOMa COZIEPXKUTCS HE BO BCEX raMeTax.

Cunapom Jasapaa — tpucomus 18 xpomocomsl (47, XX/XY, +18) Bcrpeuaercs peako. KinnHuuecku oH
NPOSBISIETCS OTCTaBaHMEM B (U3UUYECKOM M YMCTBEHHOM DAa3BHUTHH, CONPOBOXIAEMBIM XapaKTePHBIMHU
(u3MYECKUMH HEOCTaTKaMH, TAaKUMH KakK “‘CTOIa pokepa” M CKaTble B KyJIaKd PYKH C MEPEeKPeLIMBaIOIIUMUCS
nanblamMu. B pesynbrare TSKEIbIX ITOpaKeHHUH IETH PEIKO BBDKUBAIOT OoJiee Toa.

Cungpom IMatay — tpucomus 13 xpomocomsr (47, XX/XY, +13) Taxke BcTpedaeTcs peako. bombmmHCTBO
JeTel ymMHpaeT cpady mocie poxkaeHus. Tpucomust 13 XpoMOCOMBI XapaKTepu3yeTcs HapyLIIEHHEM DPa3BHTHA
MOAKOPKOBBIX CTPYKTYp Mo3ra (OTCYTCTBHE OOOHSATENBHBIX JIYKOBHI, CIMSHHE JIOOHBIX NOJEH M eIMHCTBEHHBIN
JKETyZOUEeK TOJIOBHOTO MO3ra) M CPEAWHHBIX CTPYKTYp JHIa (pacuieniieHne TyObl, paciienyIeHHe TBepAoro Heoa,
nIeeKThl Hoca, eAMHCTBEHHBIN T71a3 [IUKJIION ).

CunapoMm komaubero xpuka (cri du chat) — >To HapylleHHE BBI3BAHO JeNelreld KOPOTKOro Iieda 5
XPOMOCOMBI. MsiykaHbe ¥ 3BYKH, [I0JIOOHBIE KOIIaubeMy KPUKY THITUYHBI I 3TOH narosorun. Yacto HabmoaeTcs
OTCTaBaHHE B YMCTBEHHOM Pa3BUTHHU U MOPOKHU cepana. CpoK KU3HH TaKKX OOJIbHBIX HE3HAYHUTEIHHO BBIILE, YEM Y
nanueHToB ¢ tTpucomueit 18 u 13 xpomocom.

HAWBOJIEE YACTBIE AHOMAJINH ITOJIOBBIX XPOMOCOM

Cungpom Kuasiindeabtepa (TecTHMKYJsIpHAS JHMCreHe3Ms)) — BCTPEYAeTCs JIOBOJBHO 4acTo,
npudmmsuTenbHo 1:600 XUBOPOXKICHHBIX MaTbUMKOB. OOBIYHO MPUYMHON SIBIIETCSI HEPACXOKACHHE X-XPOMOCOM
y Marepu peOeHKa, 4TO MPOSBILIETCS HAMHIneM JuirHed X-xpomocoMsl (47, XXY), pexke O0IbHBIE C CHHAPOMOM
Knsitadenprepa MoryT uMeTh 1Be U Oojee MUIIHUX X-XxpoMocoM (48, XXXY mm 49, XXXXY). Y-xpomocoma
KOHTposupyeT nuddepeHInpoBKy SHUEK M3 MPUMHUTHUBHBIX 3aKIAJ0K, B PE3YJIbTaTe 4eTo (POPMHUPYETCS] MY>KCKOH
¢denorun. Jlo myGepTaTHOTO MEpHOAa HUKAKNX KIMHUYECKHUX MPOSBICHUN He HaOmopaercs. Jlnmass X-xpomMocoma
HapyIaeT HOPMalbHOE pa3BUTHE SMYEK B ITyOEepTaTHOM IepHOJEe HEM3BECTHBIM CHOCOOOM. SIMYKH OCTaroTcs
MaJICHBKUMH U HE MPOIYLHPYIOT CHEPMATO30H/bl, OOJIbHBIE 0OBIYHO OECIUIONHBI. YPOBEHb TECTOCTEPOHA B KPOBU
HU3KHH, YTO MPUBOAUT K HAPYIICHUIO Pa3BUTH BTOPUYHBIX MOJOBBIX MPU3HAKOB. Y OOIBHBIX MMEETCS] CKIIOHHOCTh
K BBICOKOMY POCTY (TE€CTOCTEPOH YCKOpSIET OKOCTEHEHHE SIMU(HU30B) U €BHYXOUAHBIA BHEIIHHH BHJ C BBHICOKHM
rOJIOCOM, MaJIEHbKHM TIEHHCOM M POCTOM BOJIOC IO EHCKOMY THIy. Tarke MHOr[a HaOJII0aeTcsi THHEKOMACTHSL.
WHorna HaOnronaercst CHIbKeHUe MHTelulekTa. J{uarHo3 cunapoma KusitHpensTepa MoxeT ObITh YCTaHOBICH NPHU
HaxoXJeHnU Teien bappa B cocko0ax OyKKaJIBHOTO SMUTENHS Yy JIMI, UMEIOIIUX MYXCKOH (peHOTHN mim npu
aHanM3e KapHoOTHIIA.

Cunapom TepHepa (SMYHUKOBAsI TUCreHe3Us1) — BCTPEYAETCS JOBOJIBLHO YacTo, mpubnm3uTensHo 1:2500
KHUBOPOXKIECHHBIX JeBoYeK. OH pa3BUBAETCS B PE3yJIbTATE PACXOXKACHHUS X-XpOMOCOM Y JIF0O0T0 U3 poAuTeNeil, 4To
MOPUBOIUT K OTCYTCTBHIO O1HOM X-xpomocomsbl (45, XO). IlpuMepHO y MOJOBHHBI MAIMEHTOB C CHHAPOMOM
Tepuepa oOHapyxuBaetcs Mo3anuusM (45, X0O/46, XX) B pe3ynbraTe HEpacXOXKICHUS X-XPOMOCOM Ha PaHHUX
CTaauAX pa3BUTHA dMOpHOHa. B HEKOTOPBIX cilydyasx Bropas X-XpOMOCOMa IPHCYTCTBYET, HO B HEH BBIABIISIOTCS
TsDKEJIbIe HapyIIeHHs (M30XPOMOCOMa, YaCTHYHAs JISJICTINS | JIp. ).

[Torepst Bropoit X-XpoMOCOMBI OOBIYHO NMPHBOAUT K TMOeny mioxa. Y BBDKMBIIMX JieTell HaOomaercs
muMdenemMa IIew, KOTopas NPHCYTCTBYET M y B3pOCIbIX, NMPHBOIS K (OPMHPOBaHMIO TojcTOoW meu. Yacro
HaOII01al0TCS BPOXKICHHBIE aHOMAJIMH ceplia (Hanboiee 9acTo — KOApKTAaIU a0pThl), HU3KUH POCT, OKUPEHUE U
HapyIIeHHs] CTPOeHUs cKeyeta. VIHTeIulekT He HapymieH. B mpucyTcTBuu oxHOW X-XpOMOCOMSBI (M OTCYTCTBHHU Y -
XPOMOCOMBI) TIPUMHTHBHBIE TIOJIOBBIC JKENE3bl Pa3BUBAIOTCS KaK AWYHUKH. OTCYyTCTBHE BTOPOH X-XPOMOCOMBI
MIPUBOJNT K HAPYIIECHHUIO Pa3BUTHSA SIMUYHUKOB B IyOepTaTHOM MepHOie. SIMUHUKH OCTAIOTCS MAJCHBKHMHU M B HUX
HE OOHAPYKUBAIOTCA MPHUMOpPIUAIBHBIE (OJUTMKYNBL. Takke HapyIIaeTcsl CHHTE3 3CTPOTCHOB, YTO IPOSBIIIETCS
HapyIIeHHEeM D>HIOMETPHATbHOTO LHUKIa (aMeHopes) W CIabbIM pa3BUTHEM JKEHCKHX BTOPHYHBIX ITOJIOBBIX
IIPU3HAKOB.

Jlnarnos MoxeT OBbITh MOCTABJIEH NPH OTCYTCTBHHM Teiel bappa B cocko0ax OyKKalbHOTO SIHUTENNS Yy JIMIL,
MMEIOIINX KEHCKUH (DEHOTHIT WM MTPU aHAIN3E KapHOTHUIIA.



Cunapom XXX (“cymnep:KeHIIMHBI”) — TPUCYTCTBHE TPETheH X-XpOMOCOMBI Y KEHIIHH. BOIBIIMHCTBO
MAlMCHTOB SIBIAIOTCSI HOPMAJIBHBIMH. Y HEKOTOPBHIX HAOMIOJAIOTCS HAPYIICHHWS YMCTBEHHOTO DPa3BHUTHA,
HapyIIeHUS MEHCTPYaIbHOTO IIMKJIA U CHIDKEHNE (PePTUIHLHOCTH (TIOJJOBUTOCTH).

Cungpom XYY — mpucyTcTBHE JHIIHEH Y-XpOMOCOMBI Y MYXYHMH. bBONBIIMHCTBO MAalUEHTOB
HOpMaJIbHBIE. Y HEKOTOPBIX MOXKET HAOIIOJAThCS arpeCCHBHOCTD MOBEJICHUS M JIETKOE OTCTaBaHHE B yMCTBEHHOM
pas3BuTHH, pactpoctpaneHHOCTs — 1:1000 »XHBOpPOKICHHBIX MATBUYAKOB.

CuHapoM HecTaOWJIbHOCTH X-XpOMOCOMBI — TP 3TOM CHHAPOME HaONIOJAeTCsl OTCTAaBaHME B
YMCTBEHHOM pa3BUTHH y 80% MyX4HMH, UMEIOIINX MOBPEXICHHYI0 X-XpOMOCOMY, a Yy JKEHIIMH — Toabk030%
(BeposiTHEE Bcero, B pe3yNbTaTe NPEATIOYTHUTEIHHONH HHAKTHUBAIMH IMOBPEXICHHON X-XpOMOCOMBI). AHOMAaNuUs
3aKJIFOYaeTCsl B HEOOBIYHO OOJIBIIOM KOJIMYECTBE ITOBTOPEHHMH HYKJICOTHIHBIX TPHUILIETOB Ha CaMOM KOHIIE
JUIMHHOTO Tieda X-xpomocombl (Xq27). Yactora pacmpocrpaHenuss — o 1:1000 y myxumn u 1:2000 — y
JKCHIIUH.

I'EHHBIE HAPYIHEHWS, IEPEJAIOIIMECSH 110 3AKOHAM MEH/IEJIS

I'enHBIe TOPOKU MOTYT HaclleA0BaThCA MO:

O  ayTOCOMHO-pelecCMBHOMY THUITy (IIOPOK BO3HHKAET IIPH yCJIOBHHM, YTO MYTAHTHBIA T'€H YHACIEAOBAaH OT
OTIa ¥ MaTepH, KOTOPbIE MOTYT OBITh 3/10POBBI);

O AayTOCOMHO-AOMHMHAHTHOMY THMNY (MYyTaHTHBIII T'eH MepefaeTrcs OT OAHOIO W3 POAUTENel, KOTOpBIH
CTpaJacT aHAJIOTHIHBIM TOPOKOM).

AyTocoMHBIe TOMHHAHTHBIE 00J1e3HH (TaOJ. 1): OONBIIMHCTBO ayTOCOMHBIX JOMHHAHTHBIX 3a00JICBaHUH
HC ABJIAKOTCA CMCPTEIIbHBIMU, 0OJIbHEIE JOKHUBAIOT 0 B3pOCJIOTO BO3pacTa U MOT'YT N€peaaBaTh aHOMAJILHBIM T€H
notoMcTBy. OJTHAKO MHOT/Ia HAOJIONAIOTCS CIIOpainuecKue (HeceMeHHbIe) cydau B Pe3yJIbTaTe HOBBIX MYTAaI[H.
XapakTepuCcTUKaMH MHOTHX ayTOCOMHBIX OOJIC3HEH SBJISIOTCS BapHallds YacTOTHI, ¢ KOTOPOH aHOMAJbHBIA TeH
NpOSBIsieTCst ce0sl KIMHUYECKH B BUje 00Jie3HH (IIEHETPaHTHOCTh) U CTENEHb BBIPAXKEHHOCTH 3TUX KIMHUYECKHX
MPOSIBJICHUH y Pa3INYHbIX HHIUBUAYYMOB (IKCIIPECCHUBHOCTB).

Taoauna 1
Hawubonee BaskHbIE BPOXKICHHbBIE 3a00IeBaAHUS "
JloMyuHaHTHBIH XpOMOCOMLIZ PernieccuBHbIN
CeMeitHas TUTICPXOJIECTEPUHEMHS 19 11 CeproBHIHOKIICTOYHAST aHEMUS
IMomukncTo3 moYeK (B3pOCIIbIA THIT) 16 16 Anpda-TamraccemMus
HacnencTBeHHBIN SIUTHIITOIIMTO3 1,2 16 Bera-rammaccemus
Heiipodubpomaros (I tum) 17
- 7 KucTo3Hsrnit pudpo3 (MyKoBHCIIET03)
Hacneacteennsrii chepormros 8,14
Bonesns Bon Bunebpana 12 1 Bonesns 'ayuepa
Cunppom Dnepa-Jlannoca 6 CeMeitHbII TeMOXpoMaTo3
Omnyxonb Bunbmca 11 7 Henocrarounocts MUEONEpOKCHIa3bI
CeMeifHbIHM MOJHUIT03 KUIIEYHUKA 5 15 Bonesnp Tay-Cau
Perunob6macroma 13 14 0.1-aHTUIIPOTEa3Hasi HeI0CTaTOYHOCTb
Cunnpom Mapdana 12 OCHUIKETOHY pHS
AXOHApOIIIA3HS Ap0UHN3M
CHHIpOM HE3aBEPIIEHHOTO OCTeOreHe3a 17 13 Bonesns Bunbcona
lanakrozemus

Octpas nepemexaiowancs noppupis 1 Bouie3Hy HakoMJIeHUs TIIMKOTeHa

22 Bonesns Xypnepa
Xopest 'eHTUHTTOHA 4

AnxantoHypus

BpoxneHHas reMopparuueckas
TEJICAHTHIKTa3UA 22 Metaxpomatudeckas JeHKogucTpodus

CeMeHbI aMHIIONU 103 18

! Yropsmo4eHo 1o 4acToTe BCTPEYaeMOCTH, HaHOOJIee pacpocTpaHeHHbe — BBepXy (<1:100), menee
pacnpocTtpanenHsie — BHEH3Y (=1:100000). Beero Haiinero okono 2000 3a001eBaHMit, MIMEIOIIIX ayTOCOMHO-
JIOMUHAHTHBIN THIT HaclenoBaHus, okoyio 700 ¢ ayTOCOMHO-pEIeCCUBHBIM TUTIOM U OoJiee 200 co CBS3aHHBIM C X-
XPOMOCOMOI THUIIOM HAClEA0BaHUSA.

2 Jlokanuzamus B XpoMocoMax (€CiId H3BECTHA).



AyTOCOMHBIE pelecCHBHbIe 3a0oJeBaHust (Tabi. 2). OOJBLUIMHCTBO AYTOCOMHBIX PEIECCHBHBIX
3a00JIeBaHAI XapaKTEePU3yeTcs HEAOCTATOYHOCTHIO (DEpMEHTOB, YTO MPUBOAUT K OMOXUMHYECKHM Jc(eKTaMm,
KOTOpbIE Ha3BIBAIOTCS BPOKAEHHOH “ommOkoi” (HapylleHHeM) MeTadoam3Ma. Y JOAeH ¢ TeTepO3HTOTHBIM
TEeHOTHUIIOM (HOCHTEINIeH) YPOBEHb ATHX YH3MMOB WM IPYTHX HOPMAJIBHBIX MPOTEHMHOB MOKET OBITH CHIKEH, HO HE
NPOSIBISITECS. B BUJE O0JIe3HU (OJMH I'eH OocTaeTcsl (QyHKIMOHUPYIOMMM). [Ipy rOMO3UTOTHOM T'€HOTHIE OOJIe3Hb
pa3BHBaeTCss B pe3yJbTaTe HEJOCTaTKa BaXKHBIX OEJKOB (HAampuMmep, IEeMOrJoOMHa A TpH  TallacCeMHM),
MPUCYTCTBHSI MATOJIOTHYECKUX NPOAYKTOB (Hanmpumep, remMoryioonHa C npu CeproOBHIHOKICTOYHONH aHEMHUH) WU
HaKOIUICHUS! TOKCHYECKHUX MeTaboJIuTOB B (PEPMEHTHBIX CHCTEMax B pe3yJbTaTe OTCYTCTBHS OIPEAEIeHHBIX
9H3MMOB (Hanmpumep, Ooyie3HH HakoruieHus). [Ipy Takux 3a0oseBaHMsAX OOJIBHBIE OOBIYHO MOTHOAIOT B JAETCKOM
BO3pacTe, OJHAKO B HEKOTOPHIX CIydYasX IPH COOTBETCTBYIOLIEM JICUCHWH OOJIbHBIE MOTYT JOKHBAThH [0
MPEKIIOHHBIX TOJOB, HAIIPUMeEp, JOAH ¢ (GEHIITKETOHYpHEeH MOTYT BECTH HOPMAIBHBIN 00pa3 KH3HH IIPH ITOJHOM
UCKITIOYeHNH (PeHMIaNaHnHa W3 MHIA. MHOTHE ayTOCOMHBIE pPEeIleCCHBHBIC 3a00JIEBaHHS BCTPEYAIOTCS YacTO B
CEMBSIX C OIM3KOPOACTBEHHBIMH OpaKkaMu.

Taoauna 2
Bonesnu, nepenaromuecs o CBA3aHHOMY ¢ X-XpOMOCOMOM TUIY

Peneccupnbie!

KpacHo-3enéHas 1BeToBas cienora’
Hedumut rmoko30-6-pocdaraernaporeHassr
CHHIPOM HECTAOUIBLHOCTH X-XPOMOCOMBI®
Meimeunas muctpodus JJaudaeHa
Temodmmus A (mepumur VIII dpakropa)
ArammarnoOynuHeMus

XpoHnueckas rpaHyJieMaTo3Hast 00JIe3Hb
NmmyHnonedpunur bpyrona

TecrukynsipHas GpeMuHU3AIMS

Cunnpom Jlem-Huxana

Bonesns ®abpu

Bonesns Kpuctmaca (nedurmr IX pakropa)
CunzapoMm XaHrepa

JoMuHAHTHBIE
T'unodocdaremudeckuii paxut (BUTaMHUH-D-pe3uCTEHTHBII)
IIceBnorunepnapaTupeoniu3m

1 YnopsinoueHo 110 9acToTe BCTPEYaeMOCTH (CHHAPOM HeCcTabHIIbHOCTH X-xpoMocoMbl 1:1000, cungpom XanTepa
1:100000).

2 Tlonuas LBETOBAs CJIENOTa (AyTOCOMHO-PEIECCHBHBIN TUII HAC/IE0BAHHSA) BCTPEYAETCs OYEHb PEKO).

3 Cunjpom HecTabMIILHOCTH X-XPOMOCOMBI MMEET CIIEYHOILYHO 4acToTy BeTpedaemoctr: 1:1000 y MyskuuH u
1:2000 y >xeHIIMH.

BPOXIAEHHBIE HAPYIIEHUA METABOJIN3MA

Ot 3a00J€BaHUsT BO3HUKAIOT B pE3yJibTaTe BPOXKACHHOTO HAPYIIEHHs TeHOB, KOJUPYIOIIMX CHHTE3
OTIpeNIeNIEHHBIX JH3MMOB, YTO IPUBOIUT K OJOKMPOBAHMIO META0ONMYECKHX ITyTel Ha OINpelelIeHHOM JTarle.
Henocraroynocts (epMEHTOB NPOSBISAETCS Yalle B HapylIIeHUH OOMEHa aMHUHOKHUCIIOT, JIMIKAOB, YIJIEBOJOB U
MYKOIIOJICaXapuI0B C HAKOIJICHHEM CyOCTpaToB M HEJNOCTATKOM IPOAyKTa (pEpPMEHTHBIX peakiuid. DTO MOXKET
CTaTh TNPHYMHON TOBpEXICHHUS KJIeTOK. Bce sTm 3aboneBaHus peakHW. BOJBIIMHCTBO HMMeEET ayTOCOMHO-
peIecCUBHBIIN THUIT HACIEOBaHNs, & HEKOTOPBIE — PELIECCHBHBIE, CBI3aHHBIE C X-XPOMOCOMOIA.

Hapymienus o6mena aMuHOKHCIOT (Tabi. 3)

THOMYHBIM TIPUMEPOM SIBISIFOTCS HapylleHuss oOMeHa ¢eHwnanaHuHa W Tupo3uHa (puc. 1). Ilpwm
(heHMIKETOHYPHN OTCYTCTBHE (DEHHMIATAaHUHIHIPOKCMIA3El TPEMSITCTBYET IPeoOpa3oBaHHMI0 (EHWIAIAaHWHA B
THUPO3HMH. DTO NMPUBOJAMT K AeDUIMTY THPO3UHA B KIETKax (C HapylIEHHEM CHHTE3a MEJaHWHa U OTCYTCTBHEM
MUTMEHTAllMN) W B TaKOH JKe€ CTENeHM — HAKOIUICHWIO (peHWIamaHWHA, KOTOPBIH SBIAETCS TOKCHYHBIM IS
HEPBHBIX KJIETOK (YTO MPHBOAWT K Pa3BUTHIO YMCTBEHHOW HEJOCTAaTOYHOCTH). DEHWIIKETOHYpHUS — 3TO MpUMEp
OMOXMMHYECKOTO HAPYUICHUS, KOTOPOEe HE MMEET CHEeHU(PUIESCKUX MOP(OIOTHIECKUX NMPU3HAKOB B MOPAKEHHBIX
KJeTKax. J[narHo3 cTaBUTCSA NPH HAXOXACHUHM BBICOKMX YpOBHEW (peHMIIaTaHWHA B MOYE W CHIBOPOTKE KPOBH.
Jleyenue 3aKiIr04aeTcs B MCKIIOUEHUHN (DeHMIIaaHNHA U3 pallioHa.

Tabauna 3
TIpuMepBI BPOXKIEHHON HEOCTATOYHOCTH (PEPMEHTOB, PUHMMAIONIMX YYaCTHE B OOMEHE AMHHOKHCIIOT

3aboneBanne AMHUHOKHCIIOTA Hedunut pepmenta Knnangeckue XxapakTepuCcTUKN

B — YMepeHHOe Helopa3BUTHE, CIEIUPUICCKII
DEeHMIKETOHYpUS DenunnnagaHuH UAPOKCHIHAA 3amax M30 pTa, S9K3eMa, MOBBILICHUE YPOBHS
P (eHUNIaNaHHA B KPOBH.



Oxcupasa
Lluppo3 neuenu, HapyuieHue QyHKIHH

Bpoxnennas THIPOKCU(PCHIII-
Tupo3un . ITOYEYHBIX KaHAJIbIIEB; NOBBIIICHUE YPOBHS
TUPO3UHEMUS MIUPOBUHOTPATHON
TUPO3UHA B KPOBHU.
KHCJIOTHI
VYMCTBEHHOE HEeI0pa3BUTHE, HAPYIICHUS
I'uctununemus I'mecruaun I'mctununasza 0P » Hapy

peun.

bone3ns Moun B BuaE

JleuH, BanuH,
KJICHOBOI'O cHpoIna

YMCTBEHHOE HCO0Pa3BUTHC, MOYa C
Ochma3a KCTOKHCJIOT

n3oNeHuH 3aIaxoM KJIETIOBOTO CHPOIIA.
(KeToaMHUHOAIU Ty PHST)

MeTHOHUH YMCTBEHHOE HEIOpa3BUTHE,
T'omornmcTrHypHst ’ MucraTnoHNHCUHTETa3a TPOMOIMOOIMUECKAs ITHEBMOHHS, SKTOTIHS

TOMOIIUCTENH

XpYCTaJIHKa.

1 Bce MPUBCICHHLIC B 3TOM Ta6nnue 3a00J1eBaHKS UMEIOT ayTOCOMHO-peHeCCI/IBHHﬁ THUIT HaCJICAOBAHUA.

Menu1a1aHuH

TomorenTH3HHOBAS
Tuposun ' *  KHCJIOTa

i ) <3

Meaanun dymapar, aneroanerar

LOJIE3HD HPOABJEHHNA

1 Denuarkeronypust  Topplnenne vpoBHs METAOOIHTOR (PeHI A TaHHH A
2 Tuposunemusi [loBRIenne VpoRHSI THPOSHHA

3 Aaranronypus [lopplnene VpoBHS TOMOTEHTH3HHOBOH KHCTOTE]
A ATBOHHIEM OTeyTCTBHE METAHHHOBOIO THIMEHTa

Puc.1. Bposicoennvle HapyuwieHus Memaodonu3ma henuiaianuna u mupo3una
Hapymienus ooMeHa tunuoB (00J1e3HH HAKOTUICHUS JIMITHJIOB)

HemocTtatok ¢epMeHTOB, NpencTaBIeHHBIX B Tabn. 4, NPUBOAWT K HAPYIICHUIO POJICTBCHHBIX MyTeH
MeTabonm3Ma CHUHTONUIHIOB. DTa HENOCTATOYHOCTh MPHBOAMUT K HAKOIUICHHUIO OOJBINTUX KOIUYECTB CIIOKHBIX
JIMIIN 0B B KJICTKAX. BoJIBIIMHCTBO ATUX SH3UMOB SIBJISIECTCS JU30COMHBIMHM U aHOMAaJIbHbIE JIMIIUJIbI HAKAIIJIMBAOTCA
BO BTOPHUYHBIX JIM30COMAaxX, IIO3TOMY OHHM €IlI€ Ha3bIBAlOTCS JIM30COMHBIMHM O0JIE3HSIMM HAKOIUICHHSAMH. 3a
uckioyeHneM Oone3nn dabpu, KOTOpas SBISETCS PEIECCUBHOM M CBS3aHHOW ¢ X-XpOMOCOMOM, BCE€ OCTajbHBIE
SIBJISIFOTCSI Y TOCOMHO-PELIeCCUBHBIMH.

Taéauna 4
JIm3ocomanbHbIe (WITH JTHMUAHEIC) O0JIC3HN HAKOTUICHHS
. HakammmBarommuiics ITopaxaembie
3aboseBanue JedexTHbIii 3H3UM B p
JIATTAL TKaHU

Mos3r, ceTuaTka
bonesns Tay-Cau T'exco3amuHungaza A Gm2 TaHIIIMO3UL rna3a,

ITeuens,

cele3EHKa,
bonesns Maygapa B-rmoko3uaaza(riroKoIepedpo3naasza) I'moxotepedpo3u b

KOCTHBIN MO3T,
TOJIOBHO MO3T.

I'onoBHO# Mo3T,
bone3ns Humanna-Iluka  CounromuennHasa Counromuenua [I€YEHb,
cene3EHKa.



I'onoBHOI MO3T,

Meraxpomaruueckas MIOYKH, TI€YEHb,
o ApuncynbdaTaza A Cynbdatust
nefikomucTpodus nepudepuIecKue
HEPBHI.
bonesns ®abpu 0-TaJaKkTo3naa3a Tpurekcosun nepamuna | Kosxa, moukw.
bone3nr Kpaboe lanaxTo3mimepamun lanmaxTonepebpo3un l'onoBHO# MO3T.

Haxoruienne nunuaoB HaOnrogaeTcs B Pa3IMYHBIX KIETKaX B 3aBHCUMOCTH OT BapuaHTa 3a00JIeBaHMS.
[opakeHne NMapeHXMMaTO3HBIX KJIETOK MPUBOJUT K PAa3BUTHIO AUCTPO(GUI M HEKpo3a 3THX KieTok. [lopaxeHne
HEHpOHOB, HanpuMep, npu 6osie3nu Tay-Cau u merckux ¢popmax OonesHeir ['ayuepa u Humanna-ITuka, BeI3bIBacT
TSDKEJIbIe HapyIIeHHs YMCTBEHHOTO Pa3BUTHS M cMepTh. [loyeyHas HeocTaTOYHOCTh HaOMIIOAaeTCs PU PEeHAIBHON
¢dopme Oomneznn Padpu. bonee nerxue Qopmbl Gosesnerd ['ayuepa m Humanna-ITuka y B3poCiBIX IPHBOIAT K
HaKOIMJICHUIO JIMIUAOB B PETHUKYJIOIHAOTEIHATbHBIX KJIETKaX, YTO CONPOBOXKIAETCS YBEIMYEHHEM II€UCHH U
CEJIe3EHKH.

JInmarnocruka:

1. 1. Kannuyeckue mnposiBjeHuss — 1pu Oonesnn Tay-Cau Jumuabl HaKaIlUTMBAaIOTCSI B COCOYKE
3pUTEIBHOTO HEpBa, YTO MPUBOAUT K MOSIBICHHIO BHUIIHEBO-KPACHOM METKM, BHIUMON mpHU
odrampmockonuu. ITpu Oonesnn Pabpu HaOmomaercs mudpdy3HOe MOPaKEHHUE KOXKH, a TpU OO0JIC3HU
laydepa — remaTocryieHOMeETaIHs.

2. 2. Mukpockonuieckoe Uccaeq0BaHUEe — IIPH CBETOBOW MHUKPOCKOIINH TOPAKCHHBIX TKAaHEH, TaKuX
KaK MO3T, KOCTHBII MO3T, II€YCHb M CEIIe3CHKAa, OMPEACIIOTCS aHOMAIbHBIC KICTKH, YBEIWYCHHBIC B
o0BeMe 3a CcYeT HAKOIUICHHs OONBIIOTO KOJNMYECTBA JIMMUAOB B IUTOIUIazMe. [lopaskeHHBIC KICTKH TPH
6one3nn Tay-Cau u Humanna-IInka nMerot neructyto nuroruiasmy. [Ipu 6onesnn 'aydepa KIeTKH HMEIOT
XapaKTepHYIO UCUePUESHHOCTh NUTOILIa3MHI (“rodpupoBaHHas Oymara’).

[lpu 5JeKTPOHHONW MHKPOCKONMYU XapaKTepPHbIE BKJIIOYEHHUS MPEJCTABISIIOT cOo0OW IepepacTsSHyThie
m3ocombl. [Ipu Gonesnn Tay-Cau onm 3aButhle, npu Oose3nn HumanHa-Ilnka OHM MMEIOT BHJ MapajlieibHBIX
IUTACTHHOK (“TelbIa-3e0phr”), mpu OoJe3Hu ["ayuepa HAKAIUIMBAIOIIMECS JTUIMUAIBI YIIOPSIOUYCHBI B BUIC MMOJICHHIIBI
JPOB.

Hapymennst oOMeHa TIrKoreHa

Bonesnn HakomieHus TaMKOreHa (Tabi. 5) CBA3aHBI C HETOCTaTKOM (PEPMEHTOB, YYACTBYIOIIMX B OOMEHE
TJINKOTeHa. BONBIIMHCTBO 3THX OOJNe3HEH mepemaeTcss ayTOCOMHO-PELECCHBHO W TPOSIBIITIOTCS B MIIAJICHUICCKOM
WJIH IETCKOM BO3pacTe.

Tadanna 5
Bone3nu HakoIIeHNs IIMKOreHa
Tun JedexTHBII 3H3UM Tsoxects  IlopaskaeMble TKaHU
| (6one3np ['upke) I'mroko030-6-ocdaraza Tsoxkenas  [ledeHb, MOYKH, KHIICYHUK.

PacnpoctpanénHOe mopakeHue, HO OOJIbIIIe

Il (6onesns Ilomne)  o-1,4-Tmroxo3ugasa JletanbHas
BCETO - CepALe.

Awmmuiio-1,6-rimoko3uasa Pacnipoctpanénnoe nopaxxeHue, HO OOJbIIIEe

Il (6one3ns Kopn) . YMmepenHas
(remonMMepH3y IO BCETO - MCYCHb.
Awmuno-1,4—1,6- ..

IV (6one3nn PacnipoctpanénHoe mopakeHue, HO OOJIbIIe
TPaHCTIIIOKO3H/1a3a JleranpHas

Amnpniepcena) N BCETO - MICYCHb.
(TIOTMEePU3Y FOLITHI)

V (6oisie3np Mak

Apaus) Mpieunast pocdopnnaza VYmMepennas CkeneTHas MycKyJaTypa

VI (6one3ns Xepca) Ileuenounas dochopunasza VYmepennas Ileuenn

VII-XII Ouens peakue 60s1e3HN Paznnunas Pasnuunbie

I'muKoreH HakamIMBaeTCs B IIUTOIUIA3ME M MOXET OBITh BBISIBJICH IPH AJIEKTPOHHOH MUKPOCKOIHMHU B BHJE
rpanyi. [Ipu oObraHON (puKcanmy cpe3oB IIIMKOTEH BBHIMBIBAeTCS pacTBOpoM (opmannHa. [lopakeHHbIE KIETKH Ha
OOBIYHBIX THCTOJIOTHUECKUX Cpe3ax MPH CBETOBOW MHUKPOCKONHH BBITTIAIAT ITyCTHIMHE. J1JIs OTIpeieieH sl TIINKOTeHa
B KJIETKax HeoOXxoanma (HKcalus B STHIOBOM CITUPTE M OKpacka kKapMuHOM becta mmm [IMK-peaxums.

ITopaxenue medeHH MPOSABISIETCS B BHIE TemaToMeraind, (Gpubpo3a W IEYCHOYHOH HEIOCTATOYHOCTH;
MOpakeHHe cepllia NPUBOIUT K CEpIeYHOW HemocTaToyHOCTH. [lopakeHne mnedeHW, Hampumep, npu 1 Twume,
IIPOSIBJISIETCS] TUIIOTJIMKEMUEH, TAK KAK OCHOBHBIM MCTOYHUKOM TJIFOKO3bI KPOBH SIBJISIETCS] PACILEIUICHHBIN TIMKOTEH
nedeHu. HapyeHne J0CTaBKH TTIOKO3bI K CKEJIETHBIM MBIIIIAM MPOSBISIETCS CYA0POTaMH U CIIa00CTHIO.
Hapymenns o6MeHa MyKOIIoIHcaxapuI0B (MyKOIOIHCaXapHI036l)



Mykomnonucaxapu103b1

(Tabn. 6)

ABJIAIOTCA PCAKMMHU  BPOXKICHHBIMU

JIN30COMHBIMH

0O0JIE3HSIMH

HAKOIUICHHUS, TIPH KOTOPBIX HEIOCTATOK JIN30COMHBIX (DEPMEHTOB NMPHUBOIUT K HAKOIUICHUIO MYKOIIOJHCAaXapuaoB
(TMKO3aMUHOTIIMKAHOB) B JIM30COMAax DPas3iIMYHBIX KJIETOK. Bce OHM mepenaroTcss ayTOCOMHO-PEIECCHBHO, 3a
HCKJIIOYEHHEM CUHApoMa XaHTepa, KOTOPbIH NepeaeTcsl peLieCCUBHO, CBA3aHHO ¢ X-XPOMOCOMOM.

Tabumua 6
Mykononaucaxapu03sl
N ITopaxaemble Tun
Tun JedexTHblii 5H3UM Haxkxannusatromuecss MIIC Tsxectsb
TKaHH HacJeI0BaHUs
Koxa, kocru,
I (cunzpom I'emapancynsdar OTOBHIA, MO3T, AyTOCOMHO-
(cuzp O-L-UIypOHHIA3a pancybgar, p 1ia, o Y . Tsoxenas
Xeprepa) JepMaTaHCyibdat MICUEeHb, PeIeCCHBHEIH
cene3€HKa.
Koxa, koctu, Casi3aHHbIH ¢ X-
Il (cunnpom L-unyponocyibhar I'enapancynbdar, .
cepale, ymH,  XpOMOCOMOH Cpenuss
XanTepa) cyibdaraza JiepMaTaHcybgar .
ceTuaTka. pelecCUBHBII
III (curmpom AyTOCOMHO-
(curp MHuorue I'emapancynbdar Mosr, Koxa. Y . Cpennsist
Candummno) PEIeCCUBHEIH
IV (curmpom N-amermiranakrozamua-5-  Keparancymnbdar, Koxa, mosr, AyTOCOMHO- Terkas
MopkBuo) cyib(darasa XOHJIPOUTHHCYJIb(AT KOCTH, TJ1a3a. pelueccuBHBIN
Penxue 3aboneBanus ¢
AyTOCOMHO-
V-VII MOPaXCHUEM MHOTHUX Pa3znuunsie Pasnuunsie N Jlerkas
PpeLeCCUBHBIN

OH3HUMOB

HakonuieHne MMKO3aMHHOINIMKAHOB B KJIETKAX HMPUBOJAUT K PE3KOMY YBEJIMYECHHUIO PA3MEPOB NOPAKECHHBIX
KIICTOK. HOpa)KeHI/Ie MaKpO(l)aFOB 1 SHAOTCINAJIBHBIX KJICTOK MPUBOJUT K I'€IATOCIIJICHOMETAJIUN U [[e(bopMaI_II/IHM,
00yCTIOBIICHHBIM HM3MCHEHUSMH B KOXE W KOCTSAX. MOTYT HaOMIOIaThCs CIeI(UIESCKAe M3MEHEHHS JIHIEBOTO
yepena: TaproWin3M, XOHAPOOCTEOIUCTPO(HUsS, JHUMOXOHAPOTUCTPO(DHUS, MHOKECTBESHHBI IH30CTO3 (CHHIPOM
Xepnepa). IIpu mccnemoBaHWM MpemapaToB IMTOINIA3Ma MOPAKEHHBIX KIETOK BBITVIAAUT ITycToW (OayuIOHHEBIC
KJIEeTKH). B xieTkax nepugepudeckoil KpoBH MIHMKO3aMUHOTIIMKAHEI O0OHAPYKUBAIOTCS B BUIE OOJBIIHX ITypPITyPHBIX
UTOIUIa3MAaTHYECKUX TPaHy (Tenbla Anbaep-Peiimm).

Tarke HaOmIOAaeTCs TOpPaKCHHE TMAPEHXUMATO3HBIX KIETOK. JlHCTpodus HEWpPOHOB IPOSBISAETCS
YMCTBEHHOHU OTCTaJIOCTHIO; MMOpaKeHNEe MUOKApAa MIPUBOAUT K CEPICTHON HETOCTATOYHOCTH.

KUCTO3HBIN ®MBPO3 (MYKOBUCLIUJIO03)

Kucro3nprii ¢uOpo3 sBuseTcs 4YacThIM BpOXKICHHBIM 3a0o0NieBaHHWEM, TIEPENAIONIMMCS ayTOCOMHO-
PEIeCCHUBHO U IMOPaXkaeT OJHOTO M3 IBYX THICSIY KaBKa3CKHX JeTei. OueHb peIko OHO BCTPEUaeTCS Y YUSPHOKOKHUX H
aznaToB. ['eHETHYECKUM NEePEeKTOM IpH 3TOM 3a00JEBaHWUU SIBIACTCS IENCHUS TPEX OCHOBAHHU, KOIAMPYFOIIMX
(enmnananue 508 B mocieg0BaTEIFHOCTH aMUHOKHCIOT JunHONH 1480 B ANMHHOM Iiede 7-0M XpOMOCOMBL. JTa
MyTamus onpenensercs B 75% ciydaeB. Okomno 2-5% Hacenenus CIIA SBISFOTCS T€TEPO3UTOTHRIMU HOCUTEISIMU
AHOMAJIBHOT'O I'eHa.

bone3np xapakrepusyercs NMpOLyLUPOBaHHEM aHOMAJIBHO BS3KOTO CEKpeTa BCEMHU JKeJle3aMH OpraHu3Ma.
OCHOBHBIM ):[e(i)eKTOM ABJIACTCA HEMPOHUIIAEMOCTDH MeM6paH OMUTCIHUAIBHBIX KJICTOK [JI1 MOHOB XJiopa. T'en
KHUCTO3HOTO (GuOpo3a KOIUpyeT MEMOpaHHbBII NMPOTEHWH, KOTOPBIA BBICTYIAET B POJHM XJOPHIHOTO KaHaua. JTO
MIPUBOJUT K:

O  YBEIMYCHHIO KOJMYECTBA COJICH B CEKpPEeTe TOTOBEIX JKeJIe3;
O CHM)XCHHUIO COJCPIKAHUA BOJbI B CCKpETax IKCJIC3 }IbIXﬁTeJ'ILHOﬁ, HHIHeBapHTeHBHOi/’I CUCTEM U
TMMOJKEITY JOYHOU KEJIE3BI, YTO MPOABIIACTCA B BUJAC YBCIIMYCHUA BA3ZKOCTHU CCKPETOB.

[Tatomornyeckne M3MEHEHMS NPU KUCTO3HOM (hnOpo3e BO3HUKAIOT B pE3ysbTaTe 3aKyNOPKH INPOTOKOB
OK30KPHUHHBIX JKECJIE3 BA3ZKHUM CCKPETOM, IIO3TOMY QJIBTCPHATHBHBLIM HA3BAHUCEM SABJICTCA MYKOBHUCIHH/I03.
Hapyuienue (QyHKIMH IOMKeTYAOYHOI Kese3bl oOHapyxuBaercs y 80% mnaumeHTOB. 3aKynopka MPOTOKOB
MIPUBOIUT K PA3BUTHIO XPOHUYECKOTO BOCTIATICHHMS, aTpoun animHycoB, GuOPO3y U aUiIaTaliuy MPOTOKOB (MIO3TOMY
NPUMEHSETCS] TEPMUH (pUOPO-KUCTO3HAs §os1e3HB). B pe3ynbTare 3TOro CHUKAETCS KOJINYECTBO MaHKPEATHIECKUX
JIMIa3 B KUIICYHUKE, YTO CIIYKUT HquHHOﬁ HapyHmCHUA PACIICIITICHUA )KUPOB U IMOABJICHUA CTCATOPPEU.

M3MeHeHrsI B JIeTKMX SIBIISIIOTCS HAaWOOJiee TSDKENBIMHU TPOSBICHUSIMH KHUCTO3HOTO (Qubposa. 3akymopka
OpOHXOB CIHM3UCTBIMH TNPOOKAaMH MIPUBOIUT K Pa3BUTHIO aTEJICKTAa30B JIETKHX, PEHUAWBUPYIOMNX HH(EKINH,
BKJTIOUasi a0CIIeCC JIETKOTO, M, B KOHEYHOM cueTe, K Guopo3y u HOpMHUPOBAHUIO OPOHXOIKTA30B.

TToBBIIIEHHOE KOJMYECTBO BSA3KOM HWHTECTHHAIBLHOM CIIM3HU B MPOCBECTEC KUHICYHMKA MOXKET MNMPHUBECTU K
KHIIEYHOH HETPOXOAMMOCTH B HEOHATAJIHHOM IepHoje (MEKOHHyM-miIeyc). B pesymprare oOCTpYKIHHN #KeTYHBIX
NMPOTOKOB MOXET Pa3BUTHCS JKENTYyXa; N3MEHEHHS B BBIHOCSIIMX MPOTOKAX M CEMEHHBIX MYy3bIPbKaX y MYXK4YHH
MOXET CTaTh IPUYMHON OeCTIoausI.



JlnarHo3 cTaBHTCSI Ha OCHOBAaHMHU OIPEICICHUS YPOBHS JJIEKTPOINTOB B CEKPETE€ IIOTOBBIX JKEIE3.
INoBbleHne ypoBH: coJeil HaTpus 1o 60 MIKB/I O3BOJIAET HOCTAaBUTh ANArHO3 KUCTO3HOTO (HHOpo3a.

BonbIIMHCTBO OONBHBIX ¢ KUCTO3HBIM (pOPO30M yMHPAIOT B PE3YJIbTATE JICTOYHBIX OCIOKHEHUH. J[BaanaTh
JeT Ha3ajA MalUeHTHl PEIKO JOKMBATH 10 HOAPOCTKOBOTO Bo3pacTa. CeromHs MHOTHME M3 HHUX JOXKHBAIOT IO
B3pOCIIOTO BO3pacTa, OHAKO, OXKHAAEMas MPOJOIDKUTENBHOCTD KH3HN ISl 3TOTO KOHTUHICHTa BCE PABHO OCTAETCs
HAMHOTO HMXe, 4yeM B HopMe. COBpEMEHHBIE METOABI IO3BOJIIOT ONPENCNATh T'€TEPO3MIOTHBIX HOCHUTEICH
KHUCTO3HOTO (prbpo3a.
3abosieBaHus, UMEIOIINE PELIECCUBHBIA THI HACIIEOBaHHS

VY reTepo3UroTHBIX HOCUTENEH ¢ PELECCHBHBIM THIIOM HACNIEIOBaHUS, KaKk ayTOCOMHO, Tak U X-CBA3aHO,
KJIMHUYECKHX MPOsIBIICHNH 3a00seBaHus HeT. OJJHAaKO MpY OOJIBIIMHCTBE 3a00JIeBaHN OMOXUMHYECKUE HAPYyIICHUS
CYIIECTBYIOT, YTO JaeT BO3MOXKHOCTb OIpEACNIATh HOCUTEJIeH TI'E€HOB M HMEeT OOJIbIloe 3HAa4YeHue Juis
Ipeaynpex1eHUs] BOSHUKHOBEHUS 3a00/IeBaHMs y TOTOMKOB U €r0 paHHeil TUarHOCTUKU.

I'emopuina A sBnsieTcs TUNMYHBIM IPUMEPOM OIpEAETCHUs T'eTepO3UTOTHBIX HocuTeneil. IlamueHTs! c
remModuineil nmeroT Hu3kuil yposens akropa VIII B mnasme. Y KEHIIMH, KOTOPHIE SBJISIOTCSI T€TEPO3UTOTHBIMHU
HOCHUTEJISIMH, YPOBEHb 3TOTO (hakTopa KoyieOIeTcss B MHTEpBaJe OT HOPMAJBHBIX 3HAUCHUH 10 OMPENEISEMBIX y
O0onpHBIX TeModuimei. COOTHOIIEHHE MEXIy CBepThIBafomied aktuBHOCTHIO VI ¢akropa (CHIDKEHHOTO TpHU
remo¢pmmu A) u cBszaHHOTO ¢ dakropom VIII anTHreHa (HOpMaidbHOTO HpHU TeModuaru A) MO3BOJSIET BHISBUTH
TeTepPO3UTOTHRIX HocuTener 6onee yem B 90% cimyqaes.

Kumaronarum nensr Ha:

o OmacTomaruy;
o 3MOpuHomnaTHu;
o (eromaTun (paHHUU ¥ TIO3THUH).

ItHosiorus kumaronaTtwii. Hapymenus pa3BuTHs miiojga B pe3ylbTaTe ACHCTBHS BHEIIHUX AarceHTOB
(TepatoreHoB). B OonbIIMHCTBE Cy4aeB TOYHAs NPHYMHA aHOMAaJIHM IUI0JIa He M3BeCTHA. M3BecTHBIC jke PUYUHEI
pacnagaroTcs Ha JABe OOJbIINE TPYIIIHL:

O  JeHcTByIOIINE HA TCHOM;
O  JeHCTByIOUIME MPEUMYIIECTBEHHO Ha PoIrdepupyoniie KISTKH SMOPHOHA WX I1JI0/1a.

BpoxxaeHHast MaTooTHsl, BEI3BaHHAsI HAPYLICHHSIMH Pa3sBUTHS U0, HAOIIOAaeTCs Y IPHONM3UTENbHO 2%
HOBOPOX/ICHHBIX W SIBISETCA HawOoiee YacTOW NMPUYMHON HEOHATAaJbHOW CMEPTHOCTH M 3aboseBaeMocTH. Ilpm
OOJIBIIMHCTBE aHOMaNWii He OOHApYXKHMBAeTCs HHUKAKMX XPOMOCOMHBIX HapyIIEHHH, M OHHM He SBISIOTCS
HaclleICTBEHHBIMU. PaKTOPBbI, BHI3bIBAIOIIME MIOPOKH Pa3BUTHS, TIOJyUMUIN Ha3BaHHE TEPATOTreHHBIX (OT Iped.

teratos. — ypoxactBo). HecMoTpss Ha BBISBIICHHE MHOTHX TEPAaTOTCHHBIX AarcHTOB, MPUYMHA OOJBIIMHCTBA
HapyIICHHUH SIBIISIETCS] HeM3BeCTHOM. Hanbomnee n3y4eHHbIMY TPUYMHAMH KUMATONATHI SBISIOTCS CIIEYIOIINE!
1. Honnsupyromee u3jaydeHue. KpoMme mpsimoro naeiictBus BosfeiictBus Ha [IHK u remermueckuit

amnmapar KJICTKH, HOHU3UPYIOIAs paauaius o0JagaeT NPSMbIM TOKCHYECKUM 3()(HEKTOM Ha KIETKH
pa3BUBAIOILETOCS IUIOJA M SBISACTCS NPUYMHOW MHOTUX BpPOXKICHHBIX aHOMAalWil B  pe3yjbTare
BO3JCUCTBUS €€ B IEPHO]] OEPEMEHHOCTH;

2. TepaTorennbie BUPyCHble HHEKIMH: BUPYC KPaCHYXH SIBISIETCS HanOoJee CHIBHBIM TePaTOreHHBIM
BUPYCOM, TO €CThb OH CIYXUT NPHYMHON OOJBLIOrO0 KOJMYECTBA BPOXKICHHBIX  JC(EKTOB.
TpaHcIuanieHTapHOe WHQUIMPOBaHHE IUIOJA BHUPYCOM BO BpeMs IMEPBOr0 TPUMECTpa OEpeMEHHOCTH,
KOTJIa IJIOJ pa3BHUBAeTCsl Haubojiee akKTUBHO, IPUBOAUT K PA3BUTHIO OOJIBILIOIO KOJWYECTBA BPOIKAESHHBIX
anomanuii. Hanbonee BoipaxkeH puck (okosio 70%) B mepBbie 8 Hexenb OepeMeHHOCTH. Bupyc kpacHyxu
HapyIaeT CHHTE3 OEKOB B TKAHEBBIX KylbTypax. CHHIPOM KpacHYXH OOBEAMHSET TPUAAY BPOKICHHBIX
AQHOMAJIMI: TIOPOKH CepALa, MIIyXOTY U KaTapakTy, KOTOpPble OYE€Hb YacTO HAOIIOAIOTCS Y OONBHBIX JETeil.
Taroke ObUTM OMKMCaHBI Cilyyaun MHUKpoliealnd, YMCTBEHHOW OTCTAJOCTH M MHKpoo(dTanbMuu. Puck
WH(UIMPOBAHHOCTH IUIOJIA BUPYCOM KpPAaCHYXHM PE3KO CHHU3HWICS B Pe3ylibTaTe aKTHBHOW MMMYHHU3alUU
NpOTHB 3T0i MHpeKuuH. TepaToreHHbIH 3pGEeKT IPYrux BUPYCHBIX MHPEKUUA TUCKyTHpYeTcs. MMeroTes
COOOIIECHHS O TePaTOreHHOM JISHCTBUY BHPYCOB I'PHIINA, MAPOTHTA (CBMHKH) H BETPSIHO# OCIIBI.

3. MenukaMeHTBI: BO BpeMsl 0€peMEHHOCTH HEOOXO0AMMO O BO3MOXKHOCTH UCKIIIOYHUTH TIPHEM JIEKApCTB
J000T0 THITA, 32 UCKIIIOUCHHEM CIIydaeB, KOT/1a 3TO HEOOXO0AMMO sl CrlaceHHs )KU3HU MaTepH WIN TUI0AA.
Hem Jlekapcme, Kkomopwvle mocym Obimb NPU3HAHbBL NOJIHOCMbIO 6630naCHblMu, 0C00EeHHO 60 epems paHHUux
cpokos bepemennocmu. HecMoTpst Ha TO, YTO Bce NPHMEHsIEMBIC JICKApCTBA, IPOXOMIAT HCHBITAHUS Ha
OEepeMEeHHBIX IKMBOTHBIX, OE€30MACHOCTh WX MJsI JIHOJe MOXET ObITh YCTaHOBJEHA TOJBKO TOCIE
MHOTOJIETHETO HX HCIIOJB30BaHWA, KaK 3TO CIYYHJIOCH B CIIA IIpy HMCIIOJIB30BAHUMN TajlMaoMuaa Hu
JTUATHIICTHIIEOACTPOIIA.

Ta.]'[ﬂl]aMl/lZl: SIBJISIETCS  CJIA0BIM CCIIaTUBHBIM TMIpEIIapaToMm, KOTOpBIﬁ IIUPOKO HMCIOJIB30BAJICA B
EBpone B 60-x roaax, InmokKa HC IMOABHUIIMCH SMHUACMHUOJIOTUYCCKHUE T0Ka3aTCIIbCTBA TOT'O, YTO OH SABJIICTCSA
NIPUYMHON OTpeJIeNIeHHBIX HapyIeHUH pa3BUTHA Iuoja ((POKOMEHH) IIPU MCIOIb30BaHUU €r0 BO BPEMs
O6epeMeHHOCTH. B pesynbraTe HapymieHUs! pa3BUTHS KOHEYHOCTEH HOTM M PYKH peOeHKa HAallOMHHAIOT
JIaCTHl MOP’Ka — KOPOTKHE KyJIbTH KOHEYHOCTEH, OJIM3KO pacIioio)KeHHbIE K TYJIOBHIILY.

JM3THACTHABOICTPO: SIBISIETCSI CHHTETHYECKUM 3CTPOT€HOM, KOTOPBIHA MIMPOKO HCIIOIb30BAJICS B
50-x rTomax aNsA  JiedyeHMs  yrposkamomiero  abopra. Y gouepeil  JKCHIIMH, NPUHUMAaBIIHX
JMATWICTHIL0ACTPOII, YaCTO PA3BUBAIMCH IUTEIHANBHBIC aHOMAINHU BJIATANINING, BKJIIOYAs yBEJIMYECHUE



KOJIMYECTBA CIM3HUCTHIX JKelle3 (BarMHAJIbHBIA afeHO3), B 00Jiee TSHKENBIX CIydasX — CBETJIOKICTOUHYIO
a/IeHOKapIITHOMY.

4. AJikoroyib (eraabHbI ATKOTOJbHBIN CHHIPOM). TIOTpEOJICHHE MAaTEpPBIO0 AJIKOTOISI BO BpeMs
OpTaHOTeHe3a B PaHHHWH MEpPHOA OEPEMEHHOCTH NMPHUBOIUT K BPOXKICHHBIM HAPYIICHHUSAM, BBIPR)KEHHOCTD
KOTOPBIX 3aBHCUT OT KOJHMYECTBA yMOTPEOIIEMOro aKOTOoMIs, KOT/a XKEHIINHA MOXET €Ile He 3HATh, YTO
oHa OepemenHa. @erampHbrid ankoronbHEIH cuHApoM (DPAC) obmapyxmBaercs y 1 w3 1000
xuBopoxeHHbIX B CHIA u 'y 30-50% neteld, posk/I€HHBIX MaTepsIMH, KOTOpbIe YHOTpeOistoT 6onee 125 r
ankoroist (okoso 450 mi Bucku) B JeHb. DeTanpHBId AJKOTOJBHBIH CHHAPOM XapaKTepH3yeTcs
OTCTaBaHHEM B (DPU3UUECKOM Pa3BUTHH, HAIMYHMEM HapyLICHUH CTPOSHHUS JIMIIEBOTO Yepena (y3Kue riia3Hble
IIeNM, MUKPOTHOTHS), CEpP/ICUHBIX ITOPOKOB (Hanbosee 4acTo — JedeKThl Meperopogok), HapyUIeHHUIMHU
CTpPOCHHS MO3BOHOYHWKA, BKIouas sSpina bifida, u ymcTBenHo#t oTcramoct ¢ Mukpouedanueii u
HEJIOPa3BUTHEM MO3Ta.

5. Kypenne curaper: kypeHue OOJIBIIOIO KOJIMYECTBA CHI'apeT BO BpeMsl OEpEMEHHOCTH NPUBOAMT K
OTCTaBaHMIO pebeHKa B (M3UUECKOM pa3BUTHH. [lo JHTEpaTypHBIM IaHHBIM TEPaTOreHHOTo 3(derra
KypEeHHUS HE OIHICAHO.

W3 apyrux 3kx30reHHbIX (aKTOPOB BIMAIOMINX HA Pa3BUTHE KUMATONATHH CIEIYeT OTMETHTh TMIIOKCHIO
Pa3IMYHOTO r'eHe3a, YHIOKPUHHBIE 3a00JIeBaHUs MaTePH TaKue KaKk CaxapHbIi 1uabeT, THPEOTOKCHUECKHH 300.

IMaTorene3s kumaTonatuii. [Toutn nmobas npuYMHA, TPUYUHSIOMAS Bpell peOCHKY WM B3POCIOMY, MOXET
TAaKXKC BJIUMATH Ha IIJIOM. HeCMOTpH Ha TO, 4YTO IIJIOJ 3allUIIEH OT MPAMOTO BO3HeﬁCTBHH BHEIITHEH Cpcabl, OH
ABJISIETCS 0CO00 UYBCTBUTENBHBIM K ITOBPEXACHHSAM BO BpEMs OBICTPOrO Pa3MHOXKEHMS KJIETOK M INEPBHYHOM
muddepennnpoBku opranoB. K ToMy ke HOPMaJIBHBIM POCT IUIOZA CHIIBHO 3aBUCHT OT HOPMAaIBHON 3KCIIPECCHU
TeHEeTHIEeCKON MH(POPMAINH M HHTETPallii MEXAY IUTAIICHTON M KPOBOTOKOM MAaTepH.

MexaHu3M pa3BUTHS KHMATONATHIi 710 HACTOSIIETO BpeMsI H3ydEH HEJ0CTaTOYHO. BMecTe ¢ TeM, BBISBIEH
psiI 3aKOHOMEPHOCTEH:

O NpH JI000M MATOreHHOM AeHCTBUH 0053aTEBbHO MIPOUCXOANT HAPYIICHHE HOPMAIBHOTO X0/1a PA3BUTHA
3apoAplllla, TO €CTh HapyIICHWE OHTOreHe3a, 0003HaJyaeMoro Kak JU30HTOreHe3. /Jlusonmozcene3 B
pas3IMYHbIC IEPUOABI KUMATOTCHE3E NPOAGIAEMCS HA PA3HBIX YPOBHIX — OT TPpyOBIX HapyIICHUH pPa3BUTHA
3apoAblllia, HE COBMECTHMBIX C JKH3HBIO B nepuod Oaacmozenesd, 10 YIbTPACTPYKTYPHBIX M3MEHEHUI B
KIICTKAX B nO30HeM (hemanvHom nepuode.

O B TMO3IHEM IepuHoJe KHMATOreHe3a BO3MOJXKHA [OINOJHHUTEIbHAs OTBETHAS pPEaKLUs CO CTOPOHBI
3apojplllla Ha BO3JEHCTBHE MAaTOr€HHOro (hakTopa B BHIE OOIIEMATONIOTHYECKHX MPOLIECCOB, TAKUX Kak
MOBPEX/ICHUS, KOMIIEHCATOPHO-TIPUCIIOCOOUTENBHBIC, BOCTAJIEHHE, WMMYHHbBIX peakiuid. I[losTtomy
BO3MOJICHO COYEemaHue aHOMANULl pazeumus nioda ¢ namonocudeckumu npoyeccamu. Hampumep,
(hopMHpOBaHHE MOPOKOB CEpALlA C THIEpIUIa3Hell COeIMHUTENbHON TKaHU, COYETAaHHE TIOPOKOB Pa3BUTHUS
TOJIOBHOT'O MO3Ta C HAJIMYHEM HEKPO30B, KPOBOW3IIHSHHH.

O 0GoublIoe 3HAYEHHE B NAaTOreHe3e TOro HJIM HHOI0 COCTOSIHUS 3apoJbIlia UMeeT BpeMsl BO3/ielCTBUS
Ha HETo MaToreHHoro (axropa.

B nepuoo 6racmozeneza 3apopipiiml Ha 000 BO3JEHCTBHE OTBEYaeT HApyIIEHHWEM HMILIAHTAIIMM WU
pasButus. ['ubens sMOproHa B pe3yibTaTe TSDKETIBIX HAapYLIEHWH B mepBbie 14 Henenb Ha3bIBaeTCS CIOHTAHHBIM
(camomnpou3BoOIbHEIM) a00pTOM, a B 0Oojee TO3JHHE CPOKM — BHYTPUYTPOOHOU cMepThio mmioga. B nepuoo
ombpuoceHe3a TIOUTH JII0O0E MOBPEXKACHHE NMPUBOJUT K PAa3BUTHIO TOTO WIIM MHOTO BPOXKIIEHHOTO MOPOKA WIIU K
rubenn 3MOpuoHa. Psii TepaToreHHbIX (PaKTOpOB 00MamaroT “QHiIHel” K ONpeaeICHHBIM TKAHCBBIM 3adaTKaM H
BBI3BIBAIOT OMNPEICIICHHBIE BUIBI MMOPOKOB (HAIIpUMeEp, TATUAOMU U AMSTHICTHIL0ICTpoI). BmecTe ¢ TeM oauH H
TOT )K€ TepPATOTeHHBIH (PAKTOP MOKET BBI3BATh pa3HbIe MOPOKH Pa3sBUTHSL, JCHCTBYs B pa3HbIe CPOKH IMOpHOTeHesa.
Kpome Toro, HEOOXOMMO YUHTHIBATH, YTO Pa3IMYHBIC TEpaTOTCHHBIE (DAKTOPHI MPHUBEAYT K OJHOMY M TOMY K€
MOPOKY Pa3BUTHS B 3aBUCHMOCTH OT BPEMEHH WX BO3JECHUCTBHS Ha 3MOpHOH. [ Kakaoro opraHa CyIIeCTBYET
OTIpeZIeTICHHBI OTPE30K BPEMEHH, B TEUEHHE KOTOPOTO IIPH BO3IECHCTBHM TEPaTOT€HHOTO (hakTopa BO3ZHHKAET
MOPOK PasBUTHUS TOTO OpraHa. DTOT OTPE30K BPEMEHH IOJIYyYWJ Ha3BaHHE TEPATOreHHOro TePMHHALMOHHOTO
HepHosia, MO eCmb NPeodenrbHO20 CPOKd, 6 medeHue KOMmOpo20 MepamoeHnbli GaKkmop Modicem 6bl36amb
8poarcoentviil nopox. T1onb3ysich JaHHBIMU SMOPHOJIOTHH, MOXHO CYJIUTh O CPOKaX BO3HUKHOBEHHMSI TOTO MUJIM HHOTO
IOpOKa Ppa3BUTHUA U COCTABUTH TaK HA3BIBACMBIC TCPATOJIOTHUUCCKUEC KaJICHAAPH I IMOPOKOB PAa3sBUTUA PA3TTMYHBIX
OpraHoB. JIOKaSaHO, YTO YE€EM BBIINIC MUTOTHYCCKAaA aKTUBHOCTH Pa3BHUBAIOIINXCA TKaHeﬁ, TEM YYBCTBUTCIIBHESC OHU
K BO3JICHCTBHIO TEPATOr€HHOT0 (hakTopa.

B nepuon ¢erorenesa npoucxoaur nanpHenmnas aupGepeHIupoBKka TKaHel 1 CO3peBaHNe OPraHoB IUI0/A.
Bce Buabpl maTonoruu miona, BO3HHKAIONINE B ATOT MEpHOJ, Ha3bBalOT (eromarmsmu (ot mar. foetus — moxn).
Paznuuator panHue (1o 28 Hepenn 6epeMeHHOCTH) U Mo3AHUe (0T 28 Henenu u 10 poaoB) ¢eronatuu. deromatnn
XapaKTepU3yIOTCs CIEAYIOIIMH 0CO0EHHOCTIMHU:

O  PEIKOCTBhIO BPOXKIEHHBIX MOPOKOB, OOYCIOBICHHBIX BO3JCHCTBUEM TEPATOTCHHBIX (PAKTOPOB B TUIOIHBIN
MepHOJI;

o mo0boe MOBPEXICHUE B 3TOT NEPHOJ BIEUET 32 co0OH pa3BHTHe MOPOKOB HA TKaHeBOM ypoBHe. [Ipn
3TOM MOXXET HabJoAaThess MO0 HENpaBHJIbHOE COOTHOIICHHWE TKAaHEH OpraHoB, JIMOO 3a/iepXKa HX
co3peBaHusl (HampuMep, MPU METaKOJIOHe M30BITOYHOE PA3BUTHE MBIIIEYHOW TKAHW B CTEHKE KHIIKH MPH



OTCYTCTBUM B HEH JOCTATOYHO PA3BHUTHIX HEPBHBIX KIETOK; 3a/IePXKKa CO3PEBAHMUS TIOUEK COIIPOBOXKIAETCS
o0mITMeM KIIyOOYKOB 3apOJIBIIIEBOTO THTIA).

O HaJIWYMEM IPEMMYLIECTBEHHO IeHepPaJH30BAHHBIX (opM uHpexuuii. XapakTepHbl MHOXECTBEHHbIE
oyary, IJIaBHBIM 00pa3oM aJIbTEPaTUBHOTO BOCIHAJCHUS B NAapeHXMMATO3HBIX OpraHax, Ju00 Haludue
TeHepaJIu30BaHHOTO IpaHyieMaTo3a (HarpuMep, Ipu BpOKICHHOM JIHCTEPUO3E);

0  WH(MEKIHOHHBIE U TOKCHYECKUE MPOLIECCHI COMPOBOKIAIOTCS BHIPAXKEHHBIM FeMOPParuiecKuM AMaTe30M
(meTexun Ha KOXKe, CITM3UCTBIX 000I0UKaX, KPOBOM3JIMSHKS BO BHYTPEHHUE OPraHbl);

o HaOiomaeTcs 3aep)KKa MHBOJIIOUMH U M30bITOYHAS Mponr(epanys KIETOK B 04arax SKCTpaMeayJUIspHOTo
KpPOBETBOPCHHUS;

O oOTMewaeTcss mpeoOmajaHWe B Mpomeccax THIEPTPOGUH W PETeHEpald THHEPIUIasHH 3JIEMEHTOB
ME3EHXUMBI, MPUBOAALUIMM K U30BITOYHOMY pa3BUTHIO COEIUHUTENBbHOW TKaHU (HampumMep, NpU
MYKOBHCIIH03€ — B ITOJUKEITYI0YHOM Xxele3e, Ipu Gpubposnacto3e cepana — pa3pacTaHUe 3IaCTHIECKOMH
1 puOpO3HOH TKaHU B SHIOKAPJE).

BJIACTOIIATUN

[Maronorust GracToreHesa OrpaHMYMBacTCs MEpPBHIMH 15 cyTkamu mociie orrogoTBopeHus. K ocHOBHBIM
KOHEUYHBIM pe3yJIbTaTaM 0JacTONAaTU OTHOCATCSA:

O  TIIyCThIE 3apOJBINIeBBIE MEIIKH (OHH 00pa3yIOTCs BCIEACTBHE allIa3MH WM paHHEH rudenn sMOpnodmacta
C TOCIIEAYIONIEH ero pe3opoiueii);

O THNOIUIa3Ws W aljia3us BHE3apOABIIIEBBIX OPraHOB (aMHHOHA, aMHHOTHYECKOW HOXKH, JKEJITOYHOTO
MEIIIKa);

O  JIBOMHHUKOBBIC TIOPOKU Pa3BUTHs (CUMMETPUYHbIE U aCUMMETPUYHBIE, TO €CTh MOJTHOCTHIO MM YaCTHYHO
HE pa3feMBIINECs OJM3HEIH);

O BHEMaTouHasi OepeMeHHOCTh (MMIUIAHTAIHS OILUIOIOTBOPEHHOT'O SIIa B pOT'e Uy BHYTPEHHET 0 3¢Ba MAaTKH)
WA HapYIICHUE TITyOWHBI UMILIAHTAINH (TIOBEPXHOCTHASI, HEOOBITHO TITyOOKast).

[TpuuuHoOil GnacTonaTuii yale BCEro sIBISETCS XPOMOCOMHBIE a0eppaliy B COUYETAHUM C BIMSHUEM CpPEJIbI
(HanpuMep, SHAOKPUHHBIE, CEPIEYHO-COCY IUCThIE 3a001€BaHNUS MaTepH, THIIOKCHS U JIp.)

[Maronorus pa3BUTHA BCero SMOPHOHA IPEICTABIIET cOO0M 00ImMe HapyIeHNs, B OOJIBIIMHCTBE CITydacB HE
COBMECTHMBIE C )KU3HBIO. bombIiast 4acTh 3apoAblIeH, ITIOBPEKACHHBIX B pe3yiIbTaTe 0JacTONaTHi, JITMMHHUPYETCS
IyTEeM CIIOHTaHHBIX a0OpTOB, NMPHYEM 3IUMHHAINS, KaKk IMPaBUIIO, NPOUCXOAWT HE B MOMEHT ITOBPEKACHUS
3apOo/IBIIIA WM Ja’ke ero ru0eltd, a HeCKOIbKO Mo3/1Hee, 00bIHO uepes 3-4 Henenu. OMMHOYHBIE M MHOXKECTBEHHBIC
MTOPOKH Pa3BHUTHs, BO3HUKAIOMIKE B Tepuo] Omactyisl (B mepBeie 8-12 Hemens), BcTpewaroTcs npumepHO B 30%
BCEX CIIOHTaHHBIX abopToB. CodeTaHne 3THX MOPOKOB C AHOMAIMSIMH IOCIEAA, KaK MPaBUIIO, IPUBOIUT K THOSIN
3apo/IbIIIa.

JIBOMHMKOBBIE YpPOJICTBAa BCTPEUAIOTCS B BUAE CpocIueics ABOWHU. Ecnu cpocuiascs OBOWHS COCTOUT M3
paBHBIX CHMMETPUYHO PAa3BUTHIX KOMIIOHEHTOB, OHa Ha3biBaeTcs ammionarycom (ot rped. diplos — nBoiiHoiA,
pagus — coenuHsTh); €CNU XK€ OHAa COCTOMT M3 aCHMMETPHUYHO Pa3BUTHIX KOMIIOHEHTOB — rerepomarycoM (OT
rpeu. heteros — mpyroit), Ipu 3TOM HEIOPA3BUTHIN OJIM3HEL, HAXOISIIUICSA B 3aBUCMMOCTH OT JPYroro, pa3BUTOro,
MOJTyYHJI Ha3BaHME MapasuTa. [Ipu cpaiieHnu B 00J1aCTH roJI0BbI HA3bIBAIOT TAKOW MOPOK KPAHHOIIATyCOM, B
00acTu Tpyiu — TOPOKOMArycom, B 00JacTH Taza — MIIMONATyCOM M Jp. J[BOWHHKOBBIE YPOICTBA COUETAIOTCS C
HEXM3HECHIOCOOHOCTRIO. B pekux ciydasx onvcaHa 3HAYUTEIbHAS MPOIOKUTEIHHOCTD )KU3HN TaKUX OJIM3HEIOB
JI0 3peJIoro Bo3pacTa. B nerkux ciyyasx cpaiieHui ToJbKO MATKIX TKaHEeH BO3MOXKHA XUPYPrudecKasi KOppeKIusl.
SMBPUOITATUUN

Bce Bumer matonmormm 3MOpuona (¢ 16 mo 75 neHp OepeMEHHOCTH), WHIYNHPOBAaHHBIC BO3IACHCTBHEM
MOBpEXJIAOMMUX (aKTOpOB, HA3BIBAIOT HMOpHONATHUSAMH. OMOPHONATHH XapaKTepH3YIOTCS HapyIICHUSIMA
(opMHpOBaHUS OpPraHOB, KOTOpBIE, B KOHEYHOM CHYETe, 3aKaHYMBAIOTCA WM THOENbI0 SMOpPHOHA WIH
BPOKIEHHBIMM NOPOKAMH pa3BUTHsA. B kauecTBe CHHOHUMOB TEpMHUHA “BPOKIEHHBIA MOPOK Pa3BUTHUS MOTYT
MPUMEHSTHCS TEPMHUHBI “BPOXKACHHbIE AHOMAIUK’, “BpPOXKIECHHBIE TIOPOKKU™ U “IIOPOKH Pa3BUTHUS .

[Tox TepMUHOM “BPOKIEHHBIH TOPOK Ppa3BUTUs” ClielyeT IOHMMAaTh CTOWKHE MOP(OJIOTHIECKHE
M3MEHEHHMsI OpraHa WM BCEro OpraHu3Ma, BO3HHKAIOIINE BHYTPHYTPOOHO, BHIXOISIIUE 33 MPEIENbl HX BO3MOXKHOTO
CTPOCHHUS W NPHUBOJSAIINE K paccTpoiicTBaM (yHKIHH. CTENeHb BBIPAKCHHOCTH BPOXKICHHBIX MOPOKOB Pa3BUTHS
pa3nnuYHa: OT He3HAUYHUTENIFHBIX OTKIOHEHHUH B CTPYKTYPE OJHOTO OpraHa J0 TSHKEJIBIX N3MEHEHHH MHOTHX OPTaHOB,
HECOBMECTHMBIX C )KHU3HBIO.

K BpoxIeHHBIM TOpOKaM OTHOCATCS CEIYIOLIUe HapyILIEeH s Pa3BUTHUSA:

A. anna3us (areHe3msi) — IOJIHOE BPO>K/IEHHOE OTCYTCTBHE OpraHa WM €ro 4acTu. B OonbImMHCTBE ciiydaeB
00a TepMHHa IPUMEHSIOTCSI KaK CHHOHUMBI, OJJHAKO, YTOOBI TIOAYEPKHYTh HE TOJBKO OTCYTCTBHE OpraHa,
HO U €ro 3ayaTka, UCIONB3YIOT TepMHH “‘areHe3us’. OTCyTCTBHE OTAENBbHBIX 4YacTeil opraHa B psje
cliydaeB 0003HA4aeTCsi TEPMHHOM, OOpa30BaHHBIM OT Ipedeckoro ciosa 0ligos (Mmaiblil) W Ha3BaHUS
MOPaXEHHOTO OpraHa (HarpuMmep, “OJMIOAAKTIIINS~ — OTCYTCTBHE OJHOTO MJIM HECKOJIBKHX IaJbLEB,
“onurorupus” — OTCYTCTBHE OTACIHHBIX U3BUJIIMH FOJOBHOTO MO3Ta)

B. BpoxkIeHHasi TUNONJIAa3Usl — HEIOPA3BUTHE OpTraHa, MPOSBIAIONIECECs AeHUIIITOM OTHOCUTEIHHON MacCh
WM pa3MepoOB OpraHa. YMEHbBIICHHE MACCHI TeJla TUI0a WM HOBOPOXKIECHHOTO HA3hIBAIOT “BPOKIEHHAS
runorpopusi (runomnasus)”’. Ilo oTHomeHWIO K MJETAM CTapIIero Bo3pacTa s OOO3HAYEHUS
YMEHBIICHHBIX pa3MepOB Tella MPUMEHSIOT TEePMUH “HaHN3M” (KapJIMKOBOCTh, MUKPOCOMHSI);



BpOXKJIeHHasi runepTpodus (runepmiasusi) — YBEIUYCHHE OTHOCHUTEIBHOW Macchl (WM pa3Mepa)
oprasa 3a CUeT yBeJIMUCHUsI KOJIMYecTBa (THUIEePIUIa3ui) Uik o0bema (runeptpodun) KieTok. Makpocomust
(TUTaHTH3M) — yBENWYEHHUE JUIMHBI U MacChl Bcero Tena. s 0003HaueHMs yBEIMUCHISI OPTaHOB MIIA HX
YyacTell MPUMEHSIOT MPUCTaBKy OT rped. pachis (Tomctsiit) (Hampumep, “TMaxurupus’ — YTONIICHHE
M3BWJIMHBI TOJIOBHOTO MO3Ta, “TIaXWUakpus®™ — YTOJIIEHHe (anaHrd manbleB). YABOCHHE, a TaKxke
YBEJIMYCHUE YHCIIA TOTO WJIM JPYyroro OpraHa WM ero 4acTd (yIBOEHHE MaTKH, JBOMHAs Jyra aopThl)
0003HaYaeTCsl TEPMHUHOM C MpUCTaBKoi “moim” (oT rped. poly — MHOro) (Hampumep, “mOUTHPHS,
“NOMUAAKTHINA", “TIOJIUCIUICHUS ).

u3MeHeHue ¢(opMBI OPraHoB, CBS3aHHOTO C aTpe3dell — TONHBIM OTCYTCTBHEM KaHala N
€CTECTBEHHOTO OTBEPCTHS, CTEHO30M — CY)KCHHEM KaHala WM OTBEPCTHS, HepasdejieHueM (CIAUsTHHEM)
opranoB. HazpaHue nMopokoB, onpeiesiomux HepasaeaeHue KOHeUHOCTEeH WM UX YacTeil, HaunHaeTcs C

rpedeckoil mpucTaBkUSYN, Sym (BMecTe), Hampumep, “CHUHIAKTUINS® — HepasJesieHHe TMaibleB,
“cumnionus”’ — HepasaeleHre HIKHUX KOHEYHOCTEH.
KTOMMSI — CMELIEHHE OpraHa, TO €CTh pAaCHOJIOKEHHE €ro B HEOOBIYHOM MecTe (Hampumep,

pacIoo)KeHHe TIOYKH B MaJIOM Ta3y, Paclo0XEHNE CEp/ALa BHE TPy THOH KIETKH).

NePCHUCTHPOBAHUE — COXPAaHEHHE SMOPHOHAIBHBIX CTPYKTYpP, B HOPME HCUE3AI0IINX K ONPEACICHHOMY
nepuony passutuss. OgHy U3 (GOpM IEpCHCTHPOBaHMsS IpeAcTaBisieT aAu3padus (apapus) —
He3apamieHne SMOPHOHAIBHON MIeH (pacIlenHbI IyObl, HeOa, TO3BOHOYHHKA, YPETPHI).
reTepoTONMs — HaJM4YKNE KIETOK, TKaHEH MM LEJBIX YIAaCTKOB OpraHa B IpyrOM OpTaHe WIN B T€X 30HaX
TOTO )K€ OpraHa, I/ie¢ UX He JOJDKHO OBITh (HampHMep, YYaCTKH MOKEIYIOYHON KeJIe3bl B AUBEPTHKYJIC
MexkKenst, OCTPOBKM Xpsllla B JIETKUX BHE CTCHKHM OpoHXOB. Takme cCMeIIeHHA KJICTOK M TKaHEeH, Kak
MIPaBWJIO, OOHApPYXXHMBAIOTCA JHIIb TOJ MHKDPOCKONOM. X WMHOTIAa Ha3bIBalOT XOPHCTHSIMH (OT Tped.
chorista — ormensromuiics), B OTIHYME OT raMapTHii (0T rped. gamartus — ommoka), moa KOTOPHIMH
MOHMMAIOT HEIPABUILHOE COOTHOLIECHHE TKAHEH, CONPOBOXKAAIOLIEECS OIYXOJICBUAHBIM pa3pacTaHHEM.
[Tpumepom ramapTuii MOXKeT ObITh pa3pactanue (HUOPO3HOIT TKAHU B MOYKE B BHUJE OCTPOBKA, JIUIIEHHOT'O
SIUTETUAIBHBIX CTPYKTYP.

Hepenxo HaOmrofaeTcs codeTaHME OpPraHHBIX IIOPOKOB, XapaKTepHBIX ANS Iepuoja OnacToreHesa, C

MOPOKaMH, TIPH KOTOPBIX HApYIICHHs] Pa3BUTHs HAOJIIOAETCsl HA YPOBHE TKaHEBOH TU(depeHIIMPOBKH, OOBIYHO TI0
CpOKaM COOTBETCTBYIOIIMX paHHEMY (eTaJbHOMY mepuony. Takum o6pa3oM, 6/1aCTONATHH YACTO COYETAIOTCH C
paHHUMH ¢eTOonaTHsIMH. BposkieHHbIE MOPOKM pa3BHTHs OYEHb MHOTOOOpa3HbI, HO30JOTHYECKHE (GOpMBI HX
HCUYUCISIFOTCS THICSYaAMH.

KITACCUOUKAIIVA BPOXIEHHBIX ITOPOKOB PA3BUTHUA

BpO)K,Z[eHHBIe TIOPOKH PA3BUTHUA Pa3ACIIAOT IO cmenerHu pacnpocmpanenHiHocmu 6 opeanusme, no

JloKkaauzayuu B TOM UJIW UHOM OPraHe, no Smuoiocuu.

o

o

o
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0.
11.

ITo pacnpocTpaHEeHHOCTH BPOKIACHHBIE TIOPOKU MOTYT OBITH:
W30/IMPOBAHHbIE, JOKAIM30BAaHHBIE B OJTHOM OpraHe (HalpuMep, CTEHO3 IIPUBPATHUKA, IIEPCUCTUPOBAHHE
apTepUaNbHOTO MPOTOKA);
CHCTeMHbIe — B IIpe/iesIaX OHOMW CHCTEMBI OPraHoB (HalpuMep, XOHAPOIHCIIIA3HA);
MHO’KeCTBeHHbIe, TOKAUIN30BaHHbBIC B OPTaHax JBYX M 00Jee CHCTEM.
ITo siokaau3auUu BPOK/IEHHBIE IIOPOKH Pa3BUTHS OPTaHOB M CHCTEM OBIBAIOT:
LlenTpanbHOI HEPBHOW CUCTEMBI U OPraHOB UYBCTB;
Jluma u mewn;
CepaeuHo-coCyTUCTON CHCTEMBI;
JlpIxaTenbHON CUCTEMBI;
OpraHoB NHIEBapEHNS;
KocTHo-MbI1IEYHON CHCTEMBI;
MoueBbIX OpraHoB;
ITonoBbIX OpraHoB;
OHIOKPUHHBIX OPT'aHOB,;
Koxu u ee npunarkos;
TIpoune.
Ortuonornyeckas KIacCHPHUKAIMI MPaKTHIECKH HEBO3MOXKHA, BO BCAKOM CIy4ae, B HACTOSAIIEE BPeMs, Tak

KaK MpWYMHA, BBI3BABIIAS TMOPOK, OOJBIIEH YACThIO OCTaeTcs HepacKpwiToil. 1o 3THOJIOrHYeCKOMY NMPHU3HAKY
pa3yInyaroT TpU IPYIIIbl BPOKIEHHBIX IOPOKOB:

O
O

(e]

HAacJ1eCTBEHHO 00yC/I0BIeHHbIE TOPOKH (TEHHBIE U XPOMOCOMHEIE);

IK30reHHbIe, TO €CTh MOPOKH Pa3BUTHSA, OOYCIIOBICHHBIC MOBPEXKICHUEM TEPATOTCHHBIMH (haKTOpaMu
HEToCPEeICTBEHHO HYMOpHOHA WM TUIOJA;

MyJbTH(aKTOpHAJbHbIe (K MOPOKaM MyJIbTH(AKTOPHAIBFHONH 3THOJOTHHM MO MPEIJIOKCHHIO HayIHOH
TPyIIIbI BO3 otHOCAT HapyHmeHuUsA, BEI3BAHHBIE COBMCCTHBIM BO3HCﬁCTBHCM TCHCTHYCCKUX U DK30I'CHHBIX
(haxTOpOB, HM OAMH U3 KOTOPBIX B OT/IEJIILHOCTH HE SIBIISIETCS] IPUIMHON ITOPOKA).

BAYXHEUIIWE [TOPOKU PA3BUTU S
BposkieHHble MOpOKHU cepALa



BposxaeHHBIe TOPOKHU CepAla ¥ COCY0B MPEACTABIIOT co00i 0MH U3 HanboJee pacpOCTPaHEHHBIX BUIOB
MOPOKOB, YCTyHas 10 YacTOTE JIUIIb IIOPOKaM Pa3BUTHSA IICHTPAIFHON HEPBHOI CHCTEMEI.

Otunosorus. [IprmunHa BO3HUKHOBEHHS OOJBIIMHCTBA BPOXKICHHBIX IIOPOKOB CEpAlla HE W3BECTHA.
Bo3MoxHO, YTO MHOTHE CIy4aW CBSI3aHBI C JICHCTBHEM HEHM3BECTHBIX TEPATOTCHOB B TEPBBIA TPUMECTP
OCpeMEHHOCTH BO BpEeMs pAa3BUTHSA CEpALA. DBOJBIIMHCTBO BpOXKACHHBIX IIOPOKOB CepAla HE SBITIOTCS
HACIICICTBCHHBIMH. B HEKOTOPHIX CIyYasx MPHYNHY MOXKHO yCTaHOBHUTD.

1. Kpacnyxa. TpaHcmuaneHtapHoe MHOUIMPOBAHUE IUIOAA B IEPBBIH TPUMECTP OEPEMEHHOCTH SIBISETCS
NPUYUHON MHOTHX ITOPOKOB CEp/ld, TAKUX KaK OTKPBHITBIA apTepHalbHBIN NMPOTOK M CTEHO3 JIETOYHOM
aprepu. [Ipr4nHOM STHX NOPOKOB TaKXKe MOT'YT OBITh JpyrHe BUPYCHbIC MH(EKIUH (TPUIII, CBUHKA).

2. XpomocomHuble Hapymenust. Y 20% mnanuentoB c¢ cunapomoM JlayHa onpenensitorcs JedexTs
ATPHOBEHTPUKYJSIPHBIX ~ KJIAllaHOB, a Takke Ae(eKThl MEXKIPEICepIHOH M ME}OKeNyJOYKOBON
neperopoaok. [Ipu cunnpome TepHepa Taxke B 20% ciryuaeB HaOIr0IaeTCs MOpaKeHUE cepa, Hanbouee
YacThIM U3 KOTOPBIX CIYKMT Koapkranus aoptel. llpu Tpucomusx 13 m 18 xpomocoM u cuHapome
KOIIAYbETO KpUKa HabronaeTcs 1edeKT MexIKeIyA09KOBOI eperopoaKH.

3. JlekapcTBa M Apyrue XuMH4YecKHe BellecTBa. TaauIoMu]] BBI3BIBACT TSIKEJBIC CTPYKTYPHBIC HAPYILICHUS
y IUI0Ja, BKIIOYas MOpaXKeHHe cepina. Peke NpUYMHON BPOXKAECHHBIX 3a00JIEBaHMNA MOXET OBITh
(eTanbHBII ATKOT0JIBHBII CHHAPOM.

Knacecndukamus. BpoxneHHble NMOpPOKM cepina MOryT HaOmioJaThCsi WM B KaMmepax cepiaua, Wi B
KPYHHBIX cocynax. Hanbosee yactplie MOpoKH KIIacCU(PHUIUPYIOTCSI HA OCHOBE!

O  CTPYKTYpBI IOPaXEHUsI cepaLa

O  HaIW4#s COOOUICHHUS WM IIYHTHPOBAaHUA MEXTy ABYMS IIOJIOBUHAMHU

O UIA HOPOKOB CO COPOCOM KPOBH IO HAJTMYHUIO HITH OTCYTCTBHUIO IIHAHO32

Pa3znnuaroT Ba OCHOBHBIX THIIA ITOPOKOB — CHHHUM M OeJblii. [Ipy mopokax cuHero Tuma HaOnogaercs
[IMaHO3, TO €CTh CHHIOLIHOE OKPAIINBAHUE KOXKH M CIIM3UCTHIX 000JI0UEK, BOSHUKAIONIEE B PE3YJIbTaTe HAKOIICHUS
BOCCTAaHOBJICHHOTO TeMOTJIOOMHAa B apTephanbHOW KpoBH. lIpu mopokax cepima, KOTOpHIE COMPOBOKIAIOTCS
IIIaHO30M, OH BO3HHKAaecT B pe3yJibTare cOpoca KPOBU CIIpaBa HAJCBO, BCJICICTBHE YEro HEOKCHUTCHUPOBAHHAS
BEHO3HAsT KPOBb, MUHYA JIETKHE, TOMaJaeT B OONBIION KPYr KpoBOOOpamieHWs (LeHTpanbHBIA nuanos). [lpu
MOpPOKax OeJoro THUIA THIIOKCHS OTCYTCTBYET, HAIIPAaBIICHHE TOKA KPOBH CJICBa HANPAaBO. JTO AEJICHUE CXEMaTHIHO
W HE BCeTAa MPUMEHIMO.

JedekT MeKmpenacepaHoii MeperopogkH — OAWH W3 HamOOJee YaCTHIX IIOPOKOB, CBS3aHHBIX C
HapylIeHHeM JiefieHns mojocteld cepaua. Hambosee yacto aedekT MeKNpencepAHON Meperopoiku BO3HHKAET B
pe3ysbTaTte HapyUIeHUs] Pa3BUTHS BTOPUYHOI MepPeropoaKu, UMeeT JICTKYI0 CTEIeHb BBIPa)KEHHOCTH U 3a4acTylo
HE BBIBISIETCS 110 B3pociioro Bo3pacta. K cMepTeabHOMY HCXOAYy B HEOHATAIBHOM IEPUOJE NPHBOASAT JIHIIb
Ooubiue nedeKThl eperopoIKi Mk COYEeTaHNE UX C IPYTUMH OpOKaMu cep/ia. B GonbuinHCTBE ciiydaeB edext
HACTOJBKO Oombmioi (Oonee 2 cM), YTO BO3HHMKAET ypaBHUBAHUE NABJICHHS B JIEBOM M TPaBOM MPEACEPANH B
pesynbTate cOpoca KpOBH CJIeBa HAMpaBO 4Yepe3 OTBepcTHE B meperopojake. OObIMHO 00BEM KPOBOTOKA uepe3
JIETOYHBIC apTepUH B JIBa pa3a MPEBBIIIACT CEPACYHBIN BBIOPOC B OOJNBIION KPYr KPOBOOOpAIICHUS, B pe3ybTaTe
Yero MPOUCXOAUT PACIIMPECHUE U TUMEPTPOQUS IPABOTO KEITyI0UKa U3-3a MIEPETIOTHEHHS €T0 KPOBBIO. DTOT IMOPOK
00BIYHO XOPOIITO KOMIIEHCHPYETCS, U TIPABOKEITy I0YKOBasI HEJJOCTATOYHOCT BCTPEUASTCS OUSHB PEIKO.

Knuamaeckn oH TposBIIsIeTCsT THITEPTPOGUEH MpaBoOro Kelyaodka W 3ama3/IbIBAHHEM 3aKpPHITHS KIIAMTaHOB
JIETOYHOH apTepWy, YTO MPUBOAUT K TOSABJICHUIO PACIHICIDICHHOTO BTOPOTO TOHA, JIUTEIBHOCTH KOTOPOTO HE
3aBHCUT OT IbIXaHWs ((UKCUPOBAHHOE pacIIeIUICHHE). YBEIMYCHHE KPOBOTOKA Yepe3 YCThE JIETOYHOH apTepuu
MPOSIBJISETCS HaJW4YMEeM CHUCTOJIMYECKOTO IIyMa M aKIEHTOM BTOPOro TOHA Haj JIerOYHOW aptepueil. Juarnos
CTaBUTCS HA OCHOBE KaTeTEePHU3aIMHU TTOJNOCTEH cep/la, IXoKapIuorpaduy U H30TOIHBIX UCCIEI0BAaHUH cepia.

OCHOBHBIM ~ OCJIOKHEHHEM Jie(eKTa MEXKIPEICEpPIHON IeperopoiKy SBISETCS pa3BUTHE JIETOYHOM
TMIIEPTEH3UH, TIOBBIIICHHUE IABJICHHS B IPABBIX OTJIENIaX CepJIla U pa3BUTHE MPABOXKETYL0UKOBOIl HEIOCTATOYHOCTH
C peBepcueil IIyHTa W [MaHO30M. B pesysprare storo nedexra MoxeT HaOJIIOIATHCS IMapajoKcaltbHas dMOOIHs
COCYJIOB OOJBIIIOTO KPyTa KPOBOOOPAIIICHUS.

WHorpa nedext MexxnpenacepAHON Neperopoiki BO3HUKAET B pe3ysbTaTe HapyIICHHs Pa3BUTHs MePBHYHOM
neperopoaku (B 5% cnydaeB). OH mpejcraBieH OONBIIMM J1e(EKTOM B HIDKHEH YacTH INEPEropoiKH M YacTo
COYeTaeTcsl ¢ MOpaKeHWeM MHUTpalbHOro KiamaHa. Haumbonee dyacTo nmaHHBIA BuA TOpoKa HaOmomaercs INpu
cuaapoMe JlayHa. DTOT nedeKT MMeeT TsDKeNble INPOSBICHHS B PAaHHEM JETCTBE, OCOOCHHO, KOTJa Ha HEro
HacJIanBaeTCsl MUTPaJIbHAS HEAOCTATOUHOCTb.

JedekThl Mex:KeTyA0YKOBOH NMeperopoaKku. JTOT THUI MOPOKOB HanboIee 4yacTo BCTpedaercs y aereil. B
OOJNBIIMHCTBE CIy4yaeB HAOIIOAETCS He3apamleHHe MeMOPaHO3HOH 4YacTH MEXKETyJOYKOBOH IEeperopogKd Ha
YPOBHE OCHOBaHUH MOTYIYHHBIX KJIAMaHOB. DTOT AedeKT KIacCHPUIMPyeTcs Ha OCHOBE €T0 pa3Mepa.

Mauienbkue JTeeKTbl MeKKeIy104uKoBoii mneperopoaku (menee 0,5 cM B 1nuamerpe) BCTpedaroTcs
JIOBOJIbHO 4acTo. [Ipy X HAJIMYMK BO3HMKAET HEOOJBLION HIYHT ClieBa HANPaBo B MEPUOA CHCTOJNIBL. B pesynbrare
HaJIM4Ks IYHTa, 00YCIOBICHHOTO BHICOKMM T'PaIMEHTOM JaBJICHHUS, BOSHUKAET IPOMKHII AHCHCTOJINYECKHUH 1IyM,
KOTOPBII HAWTy4dIIUM 00pa3oM BBICIYLIMBAETCS MO JEBOMY Kpalo IpyauHBbI. IIpy KaTreTepusanuy 1mojocTel cepana
orpeziesieTcsT Hallyhe OKCHUT€HHPOBAaHHOW KPOBH B IIPaBOM OKeIyAOuke. Y OOJNBHBIX C O3THM Je(eKTOM
KJIMHUYecKas KapTHHa cKyaHas. [To Mepe pocra cepiiia OTHOCHTENIBHBIH pa3Mep OTBEPCTHS YMEHBIIACTCS, BIUIOTh
JIO TIOJTHOTO CITIOHTAHHOTO 3aKPBITHS.



bonpmne nedeKTel MEXIKEeTyJOYKOBOW IEPErOPOAKH HAaMHOTO cepbe3Hee. KIMHHMYeckue MposBICHUS
HaAOJIIOTAIOTCS Y)KE B paHHEM JeTcTBe. [lepBoHaYabHO OOJBIION 00BhEM KPOBH, COpaChIBAEMBIN CIIeBa HAMPABO BO
BpPEMSI CHCTOIBI, BBI3BIBACT MEPETPY3KYy M THIEPTPO(UI0 OOOMX JKEIYNOYKOB M MAHCHUCTOIMYECKUH IIyM.
VYBenW4eHHBIH TOK KPOBH B MajOM KpyTe KpOBOOOpAIIeHHS CTAHOBHUTCS NPUYWHOW JIETOYHOM THIIEPTEH3UU H
akieHnTta |l Tona Hag snerouHodl aprepueil. IIporpeccMBHOE yTOJILEHHWE M CY)KEHHE MEJIKHX BETBEH JICTOYHOM
apTepHH NMPHUBOAUT K YBEIMUCHUIO JABJICHUS B IPABOM JKEIyJ0UKe, CHIKEHUIO 00beMa IIyHTHPYEMOil KpOBH U, B
KOHIIe KOHIIOB, — peBepcuu IyHTa. IIpu 3ToM pa3BuBaeTcd LuaHo3 (CHHApoM OifseHMeHrepa). Pesepcus mryHra
pa3BUBaeTCs uepe3 HEKOTOpOe BpeMs IOClIe POXKAEHUS (3amo3[aiblif, OTCPOUEHHBI IMaHO3), HPU ITOM
MAHCUCTOJIMYECKUI IIyM YMEHBINAETCS WJIM HOJHOCTBIO Mcue3aeT. Y OONBHBIX C Je(eKTOM MEeXOKeNlyJ04YKOBOM
MeperopoIKM YacTo BO3HUKACT OaKTepUaIbHBIA SHAOKAPANT.

BposkaeHHble MOPOKHU cepala ¢ HAPYLIEHUEM JeJieHHsl apTepuajbHOro cTBOJa. B HOpME mepBUYHBII
SMOPHOHANIBHBIA apTepHaIbHBI CTBOJ Pa3leisieTCsl HA JIBa — Ha AOPTAIBHBIN U JICTOYHBIH, MEXIY KOTOPBIMHU
COXpaHsieTCsl HeOOJIBIION YYaCTOK COETMHEHHSI, B KOTOPOM (OpPMHUPYETCs OOTAIIOB IIPOTOK.

OO0ummii apTepuaIbHBINA CTBOJI NIPEACTABISET COOOH MOPOK IPU KOTOPOM M3 CEPALa BBIXOAUT OAMH COCY,
pacnionararomuiics HaJ Ae(eKTOM B MEXIKEITyI0YKOBOH Neperopoake. B HEKOTOPBIX citydasx Ae(eKT Tak BEJHK,
YTO UMEET MECTO O0IMi jxesryiouek. Yncno CTBOpOK MOJYJIyHHOTO KiamaHa kosieOnercs ot 2 1o 6. Berpeuaercs
penxo. IIpu 3TOM nopoke HaOJIIOAAETCs THIIOKCHUS OOJIBIIIOTO Kpyra (CMeLIaHHasi KpoBb IOCTYIIAeT B aopTy). [eru ¢
TaKUM ITOPOKOM YMHPAIOT B IEPBBINA IO/ KHU3HH.

TpaHcno3unus coCy10B — OTXOXIEHHE a0PTHI OT MPABOro XKeIyA04Ka, JIETOYHOM apTepHu — OT JIEBOTO.
IIpn oTcyTcTBHM OOXOAHBIX INYHTOB (ZE(EKTOB IMEPErOPOJOK, OTKPBHITOTO apTEPHATBHOIO NPOTOKA) IOPOK HE
COBMECTHM C JKM3HBIO. [IpW CMEIIeHHM NEeperopoiKd apTepHAIBFHOTO CTBOJA BIPABO HAOMIOAACTCS CTEHO3 W
aTpe3us JierouHoi aprepuu. [Iopok cOnmpoBOXKIaeTCs TUIIOKCHEH U BBIPAXKEHHBIM LIHAHO30M (CHHHUH THII OPOKA).
[lpu cMeleHnu TNEPeropojgKyd apTEepUaIbHOTO CTBOJA BJIEBO HaONIOJaeTcs CTEHO3 M aTpe3us aoptel. Jletn
HEKU3HECTIOCOOHBI.

OTKpBITHI apTepHaJIbLHBIA NPOTOK (MepCUCTHPOBaHUE 00TALI0BA NPOTOKA). ApTepHaIbHBIN IPOTOK Y
IIo/la SBJSIETCS HOPMAJIBHBIM COCYJUCTBIM KaHAlIOM, KOTOPBI COEAMHSET JICTOUHYIO apTepHio M aopTy, B
pe3ysbTarte Yero KpoBb M3 IPABOTO JKEIyAOuKa MHHYeT He(YHKIMOHHMpPYIOIIUE Jerkue ruiona. Ilpu poxaeHun
Mocje paclpaBieHHUs JIETKUX CONPOTHBIIEHHE COCYAOB JIETKHX IagaeT, IPU 3TOM CHI)KAeTCsl KPOBOTOK depes
NPOTOK, W OH 3aKpBIBACTCS B PE3YJIbTATE COKPAIIEHHUS MBIIICYHOW 000mouku. OKOHYATENbHAs OOIHMTEpanus
OOBIYHO TIpOMCXOOUT K 8-0if Hexmene mocie pPOKACHHSA, Y HEAOHOIICHHBIX JETeil aHaTOMHYECKOEe 3aKpBITHE
apTepHATIBHOTO NPOTOKA MOXKET OBITh OTCPOUYCHO A0 HECKOJIBKHX MeECSleB. VHAOMETanmnH yCKOpSIET 3aKpBITHE
OTKPBITOTO apTEPUANBHOTO MPOTOKA.

[Ipn ManeHbKOM AedeKTe apTepHANTBFHOTO MIPOTOKA MPOMCXOANT HEOOBIIOH cOpOC ClieBa HANPaBO B TEUCHNE
BCETO CEep/IeYHOr0 NUKIIA, TaK KaK I'PaJMeHT JaBJICHHUS MEXJy aOpTOW W JISTOYHOI apTepuell He 3aBHCHUT OT (a3bl
CepJEYHOr0 IUKIa. DTO SBISETCS MPUYMHOM BO3HUKHOBEHHUS THIMYHOTO MOCTOSHHOro Iryma. Ilpu maneHbkoM
nedekre KIMHUYECKHE NPOsBIeHUs HeOoubIne. [Ipu KareTepu3aiy MoJoCTel cep/ua onpenesnsieTcs] yBennieHne
OKCHUI'€HAIlMU KPOBU B JIETOYHOI apTepuH B 3aBUCHMOCTH OT CTENEHM HIYHTHPOBaHUS. B apTepmanpHOM IIpOTOKE
MOTYT BO3HHUKATh MPOLIECCHI, AaHAIOTHYHBIE OAKTePHATHbHOMY SHIOKAPINTY.

IIpu GompmioM pedexTe apTepHATBFHOTO MPOTOKA BBICOKOE AABICHHE B aopTe IEpelaeTcss B JIETOYHYIO
apTepHUIO, YTO CIYKUT MPUYMHON BBIPA)KEHHON JIETOUYHON THIEPTEH3UU U, B KOHIIE KOHIIOB, IPUBOAUT K PAa3BUTHUIO
peBepcun myHTa (CUHAPOM DiizeHMeHTepa). Tok KpOBH OCYIIECTBISIETCS PU 3TOM MOPOKE cieBa HampaBo (Oenbrit
THUI ITOpoKa). M301MpoBaHHBIN THII TOPOKA XOPOIIO NOANAETCA XUPYPTUUIECKOH KOPPEKITHH.

KoapkTanusi a0pThl — 3TO Cy)KEHHE Nepelieiika, pexke rpyaHoi 1 OproiHoil aopThl. KoMmeHcanus 3Toro
IIOpOKa OCYIIECTBISICTCS 3a CUET PAa3BUTHS KOJUIATEPAIbHOTO KPOBOOOpAIIEHHUS uepe3 MeXpeOepHbIe apTepuw,
apTepuy TPYIHON KIETKH M PE3KOH rmnepTpo(duu JIEBOTO JKelyJouka cepana. IlepBble IpU3HAKN IEKOMIEHCANT
nposBisioTes K 10 rogam xu3HE peOeHKa.

KomOnHupOBaHHBIe BpOXKAeHHble TOPOKM cepaua. Cpeny KOMOMHHUPOBAHHBIX IIOPOKOB darle
BCTPEYAIOTCs TpUaja, TeTpaja u nenraaa damio.

Tpuana ®anno umeer Tpu MpHU3HAKA:

1.  nedekT MexKeTyIOUKOBOH EPETOPOAKU
2.  CTEHO3 JIETOYHOW apTepUH U KaK CIIEJICTBUE ITOTO
3. THHepTPOUs IPABOTO HKEIyI0UKa.
Terpana danno xapakrepuzyercs:
1. OGospmuM reheKTOM MEXIKETYJOUKOBOH MEPEropoaKH
2.  CTeHO30M JICTOYHOU apTepuu
3. JeKcTpamo3uirel aopThl (CMEIIEHHE YCThS a0PThI BIIPABO)
4. rumeptpodueii mpaBoro Kemya0uKa.

ITentaga ®@anmo, KpoMe 3TUX YETHIPEX MPU3HAKOB BKIFOUYAET MATHIN MPU3HAK — AePEKT MEXMIPEacepaAHON
neperopoaku. IIpu Bcex mopokax Tuma Pajmro oTMedaeTcs TOK KPOBH CIIpaBa HaJeBO, YMEHBIICHHE KPOBOTOKA B
MaJoM Kpyre KpOBOOOpAIIEeHHWS, THIOKCHS, ITMaHO3 (CHHMHA THI mopoka). Terpama Pamno seisercs Hamboiee
4acTBIM “‘CHHHM’~ TOPOKOM cepiia. B pe3ymbTare CTEHO3a JIETOYHOW apTepWH MOBBIIIACTCS AABICHHWE B IIPABOM
KeIyJOoUKe, MOITOMY HIYHTHPOBAHUE MPOMCXOJUT CIIpaBa HAJIEBO, B PE3yJIbTaTE YEr0 BEHO3HAsl KPOBb MOMNAJacT B
O0JIBIION KPYT KPOBOOOpALIEHHs, YTO HPOsBIsIeTcs nuaHo3oM. Terpana Damio sBiseTcs TSHKENbIM J1edeKkToM n



MIPOSIBIISICTCS. TIPU POXKACHWH LEHTPAJIbHBIM IHaHo3oM (“‘cuHue netn’”). be3 jiedeHUs MPOTHO3 OYEHb IUIOXOM.
braropaps KOppUrupyommei Xupypriy MporHo3 3HaYUTEIBHO YIIyqIIHIICS B TOCIECAHUE [BA ACCITUICTHS.
BposkaeHHbIe IOPOKU LEHTPAJbHOH HEPBHOM CHCTEMbI
Bpoxnennsie nopoxu ITHC mo yacToTe 3aHUMAIOT NMEPBOE MECTO CPEAU APYTUX MOPOKOB U BCTPEUAIOTCS
npumepHo B 30% cityyaeB cpeliy TOPOKOB Pa3BUTHS, OOHAPYKHBAEMBIX Y JIETEH.
Pasnuuarot cienyromiie ocHOBHbIE HanOoJiee Tshkesble BpoxkaeHHble mopoku [THC:
1. Bpo:kaeHHbIe IOPOKH KOHEYHOr0 MO3ra, BOSHUKIINE B pe3yJIbTaTe HeCMbIKAHUA HEPBHOM TPyOKHU:

A. amHnedanus — orcyrcTBHE OONBIIOTO MO3Ta, KOTOPOE COYETACTCs C aKpaHueidl —
OTCYTCTBHEM KOCTEH CBOJA deperna M MITKUX TKaHel. [IpoJoaroBatelii 1 COMHHONW MO3I COXpPaHEHBI.
Ha mecre ronoBHOro mosra BCTpeyaeTcsl COCAMHUTENbHAs TKaHb, Oorarasi cocylamH, B KOTOpOU
BCTPEYAIOTCS OTAEIbHbIE HEHPOHBI U KIETKU Helpornuu.
B. d4epenmHo-Mo3roBble TPbIKM — TI'PBDKEBOE BBHISTYMBAaHHE B 00JacTH Jedekra KOCTed uepemna.
I'pbDKN TOKAMM3YIOTCS MPEHMYILIECTBEHHO B MECTaX COCAMHEHUS YEPEIHBIX KOCTEH: MEXy JJOOHBIMH
KOCTSIMH, Y KOPHS HOCa, MEX/y TEMEHHOH ¥ BUCOUHOM KOCTBIO, B 00JIaCTH COCTUHEHHS 3aTHUIOYHBIX U
TOUEHBIX KOCTEH, OKOJIO BHYTPEHHEro yria ria3. Pa3muuaroT — MeHHMHromeJjie — IphDKEBOI MEIIOK,
KOTOPBIN IPEACTAaBJICH TBEPIOW MO3TOBOIl O0OJOYKOW M KOXEH, a ero COAEPKUMBIM SBISETCS
nepeOpoCMHaNbHast )KUIAKOCTh, MEHHHT 09HIe(aTonene — B IPbDKEBOH METOK BBISTYMBACTCS TOT
WIM WHOH OTIEN TOJIOBHOTO MO3ra, JHuedansonucrounesie — COICPKUMBIM TPBHDKEBOTO MEINKa
SBJISTFOTCSI BEIIECTBO MO3Ta M MO3TOBBIX JKEJIyJOUKOB. Yale BcTpedarTcs:
C. mnop3nnedannsa — xapakTepu3yeTcsi HAIMIHEM KHUCT Pa3IMYHBIX pPa3MEpOB B TOJIOBHOM MO3TE,
COOOIIAIOIIMXCSI ¢ BEHTPUKYJIISIPHOH CHCTEMOH M CyO0apaxHOMIAIbHBIM IPOCTPAHCTBOM M BBICTIAHHBIX
sneHanMoi. Ee HeoOXommMo oTnM4aTe OT JIOKHOM Mop3HIedanmnu — 3aMKHYTBIX MOJOCTEH,
JWIICHHBIX STEHIUMAapHON BBICTHIKH M TPEICTABILIIONIMX KUCTHI KaK HCXOJ MPEALIECTBYIOIINX
0YaroB CEPOro M KPaCHOTO pa3MATrYeHHs TKaHHU I'OJIOBHOT'O MO3Ta.

2. BpoxkpaenHble NOPOKH KOHEYHOTO MO3ra, SIBJISIIOIIMECS CJIeJCTBHEM HApyIIeHUS MHUTpPaluud W
A depeHIMPOBKH HEPBHBIX KJIETOK:
A. MHKpoO- M MOJHMrHpHusi — OOJBIIOE YHCIO MEIKHUX W aHOMAJIbHO DPACIOJIOKCHHBIX H3BHIIMH

KOHeYHOro Mo3ra. OOBIYHO MUKpOTHpHs ObIBaeT JBYCTOPOHHEH M CHMMETPUYHOM M, KaK IMPaBHIIO,
COTIPOBOXKIAETCS HAPYIICHUEM ITOCIIOMHOTO CTPOCHUS KOPHI.
B. marumpus — oTCyTCTBHE B OONBIIMX NONYIIAPHsIX OOPO3M, MU3BHIMH M IOCIOHHOIO CTPOCHUS
KOpBbl. ATHPHsS KJIMHHYECKH TPOSIBIIACTCS HAPYIICHHEM TJIOTAHUSA, MBIIMICYHON THUIOTOHHUECH,
CyJIOpOoraMHM, TICHXOMOTOPHBIM HEIOpa3BUTHEM. BOJBIIMHCTBO feTel yMHpPaloT B TEUCHHE MEPBOTO
TOJIbI )KU3HHU.
C. MukpouedaJusi — yMEHbIIEHHE MacChl, pa3MEpPOB M THCTOJOTHYECKHX CTPYKTYpP T'OJIOBHOTO
Mo3ra. Coderaercsi 4acTo ¢ MUKpO - U mojurupuein. Oco0eHHO yMeHbIIatoTcs Jo0HbIe gonu. Kopa
OoNpPmMX MONymapuii 0OBIYHO HENOpa3BUTa, B HEW OOHAPYKUBAIOTCSA KakK 3peible, TaK U He3pesble
HEpPBHBIC KIICTKH.

3. Tlopoxu pa3BHTHS CHUHHOTO MO3ra U MO3BOHOYHUKA:
A. spina bifida — rpepku ciiHHOTO MO3ra, CBA3aHHBIE C Au3padusamMu (He3apalieHneM) J0PCalbHbIX
OTJICNIOB TIO3BOHKOB. He3akpbITHe TO3BOHOYHOTO KaHalla MOXKET BCTpPEYaThCS B JIFOOOM OTHENe
MMO3BOHOYHIKA, Yalle MMOSICHUYHOM W KPECTIIOBOM, U 3aXBaTHIBATh PA3IMYHOC YHCIIO TO3BOHKOB.
B. mnoaHblii paxmcxu3 — TMOJHBINA MedeKT 3aJHe CTEeHKH MO3BOHOYHOTO KaHalla, MSATKUX TKaHEH,
KOXH W MO3TOBBIX 000j04YeKk. CIMHHONW MO3T pacrojiaraercs B 00acTu JedeKkTa OTKPHITO U UMEeT
BUJ N1e)OPMUPOBAHHON TOHKOM IUIACTUHKH. ['pbDKEBOE BBIISIYMBAHUE IPU ITOM BHJE HATOJOTUU

OTCYTCTBYET.
4. Tlopoku pa3BHTHSI BEeHTPUKYJISAPHOI CHCTeMBbI H Cy0apaxHOMIAIbHOIO NPOCTPAHCTBA:
A. BpoOKIeHHasi BOASIHKA TOJIOBHOro Mo3sra (ruapouedanus) — dYpe3MEpPHOE HaKOIUICHHWE B

BEHTPHKYJISIPHON cucTeMe (BHYTPEHHsS ruapouedanus) winm cybapaxHOHJAIbHOM U CyOypaIbHOM
npocTpaHcTBax (HapykHas ruapouedanus) LnepeOpoCnuHaIbHOW >KUAKOCTH, CONMPOBOKAAIOLIASICS
arpodueii Mo3rooro BemecTBa. OCHOBHOW NPHUMHON IOpOKa SIBJISIETCS HapylIEHHE OTTOKa
1epeOpOCITMHATBHON JKUAKOCTH B CyOapaxHOMJAIbHOE IPOCTPAHCTBO, pPEXKE — MOBBIIMICHHAS
MPOAYKINS IepeOpOCIUHATBHON JKHUAKOCTH WJIM HapylleHHe ee pe3opOuuu. 3aiepKKy OTTOKa
1epeOpOCITMHATIFHON JKUIAKOCTH BBI3BIBAIOT CTEHO3 oTBepctuit Momnpo, Jlymkn, Maxanan wu
BOJIOTIPOBO/Ia MO3ra (CHJIBBHEB BOJOINPOBOX). PasMepsl rojIOBEI HOBOPOXKIECHHOTO NPH HAPYKHOH
ruaporedasny MOTyT OBITh HE M3MEHEHBI.
5. Ilopoxwu pa3BuTHS IJ1a3:
A. UuKJIONMA — HaJWM4YME OJHOTO WIIM JIBYX IJIa3HBIX SI0JOK B OJHOW TJIa3HUIIBI, COYETAIOLIEeecs ¢
aHOMaJIuel pa3BUTHA HOCA.
[IporHo3 mpu BpokaeHHBIX mopokax I[[HC neGnaronpusiteH, OOJBIIMHCTBO M3 HHMX HECOBMECTHMBI C
JKU3HBIO. [leTH yMUPaIOT 9acTo OT MPUCOEIMHEHHS HHTEPKYPPEHTHBIX HH(EKIIMOHHBIX 3a001€BaHHH.
BpoxaeHHbIe IOPOKH OPraHOB NMUIEBAPEHUS



Ilopokn opraHOB NHIIEBApEHHs SBISIIOTCS IOBOJBHO YAacTBIMH M BAaXKHBIMH, TaK KaKk MHOTHE M3 HHX
HECOBMECTUMBI C )KHU3HBIO 0€3 XHpYypriudeckoro BMemarenseTBa. OHM dale BCero NpecTaBIsoT cO00H aTpe3nu n
CTEHO3bI UIIEBAPUTEIHHOTO TPAKTA.

[TaTorenes 3THX IMOPOKOB CBSI3aH C HAPYIICHHEM OOpa30BaHMS OTBEPCTHH INHINEBApUTEIBHOW TPyOKH B
nepuone ot 4-off 10 8-0ff HemenaM BHYTPUYTPOOHOTO pPAa3BUTHS, ITOCKOIBKY HMMEHHO B 3TOT NEpHOA TpyOka
3aKaHYMBACTCS CIIETIO ¢ 000MX KOHIOB. MMeeT Tarke 3HA4eHWE M 3aJepXKKa PEKaHAIM3AIM{ MHUICBAPUTEIBHON
TpyOku. Ha 8-oit Henene BHYTpHUYTPOOHOH KU3HU PACTYIINH SITATEINI MOTHOCTHIO 3aKPHIBACT MMPOCBET KUIICYHOM
TpyOKku. [Ipn popmMupoBaHNH CIM3UCTON OOOJIOYKH MPOUCXOIUT BOCCTAHOBIICHHE KaHAA.

ATpe3uH U CTeHO3bl dHalle HaOJMIONAIOTCA B MHIICBOJE, ABEHAIIATHIIEPCTHOM KHUILIKE, MPOKCHMAIbHOM
OTpe3Ke TOIEH 1 AUCTAIBHOM OTpPE3Ke IMOJIB3A0IIHON KHIIKH, B 00JIACTH MPSMON KHIIKH U aHAJIBHOTO OTBEPCTHSL.

B numeBone HabmomaeTcs arpesusi, OOBIYHO COUYETAIOIIAsCs C 00pa30BaHUEM TPaXEOIHIEBOJIHOTO CBUIIA.
Takye NOpoKH COMPOBOKAAKOTCS ACTIUPALIMOHHON THEBMOHHUEM.

Oco0eHHO YacTO BCTpPEYAroTCsl MOPOKU pPa3BUTHS B 00JAacCTH aHAJBHOTO OTBEpCTHs. B naHHOM ciydae
BO3MOYKHBI CIIEYIOIUE BAPUAHTHI:

O  3aKpbITHE aHATBHOT'O OTBEPCTHSI KOXKHOM MEPETIOHKON (aTPE3HsI TOJIIBKO aHAIBHOTO OTBEPCTHSA);

O  arpe3us AUCTAIBHOIO OTHEeNa NPSAMON KUIIKH, KOTOPBI MpeBpaIlaeTcs B COeIMHUTEIbHOTKAHHBIN TSIK;

o arpe3us 0Oojee BBICOKOPACIIONIOXKECHHOTO yJacTKa NPSMON KHIIKM MPH HOPMAaJIbHO C(HOPMHUPOBAHHOM
JIICTaTIbHOM KOHIIE OpIraHa, 3aKaHYUBAIOIErOCs CIETIBIM MEIIKOM;

O arpe3ms cO CBUMIAMH — HEOOBIYHAs JOKaJIM3alus KOHEYHOTO Yyd4acTKa MpSMON KHIIKH, KOTOpas
OTKPBIBACTCA BO BJIaraJiuiie, Ha IIBax MOIIOHKHK B MOYCBOM IIY3BIPEC U Jp. D10 TMOpPOK 00BsACHICTCS TEM,
YTO KayIaJbHbIH KOHEI] KHIIKHY (KJI0aKa) CBSI3aH ¢ MPOTOKaMH aJITAHTOMCA B Me30He(dpoca.

YaBoenne KHMIIEYHHKA — HEPEIKO KacaeTcs TOJBKO CIM3UCTOH O0OJIOYKHM, MBIIIEYHAs ke 000J04Ka
ocraeTcs oOIeil. Y IBOCHHBIM yY4acTOK MOXET UMETh (POpPMY KHCTHI, TUBEPTHKYJIA WA TPYOKH. DTOT MOPOK HaIle
HaOMoAaeTcss B TOJCTOW KHUIIKE M OOBIYHO COYETAeTCs C BPOXKACHHBIMUA aHOMANWSIMH OPraHOB MOYEINOJIOBOW
cucteMbl. [Topok HEpeIKo OCIOKHIETCSI KPOBOTCUCHHEM BOCHIAJICHUEM, HEKPO30M C Iiepdoparieil CTeHKN KHIIKH.

K pannum deronarusm oTHocsTCs 00s1€3Hb [ MpIITIPYHTa ¥ TUIIEPTPOPUYECKUI TUITIOPOCTEHO3.

Meracurma (6ose3Hp I'mpmmpyHra) — pacmmpeHue W THIEpPTpO(HsS YacTH TOJCTOM KHIIKH, YaIlle
CHUTMOBHUIHOH. DTO CBS3aHO C HapyLICHHEM IEPUCTAIBTHKMA IPSIMONH KHIIKH BCJICACTBHE HEIOPa3BUTHS €e
MHTPaMypaJbHBIX TaHIIMEeB (aydpOaxoBa CIUIETEHHS) NPH COXPAHHOCTH IOJCIH3HCTOrO (MEHCHEPOBCKOTO)
crieTeHus. B ¢BsA3M ¢ 3TUM B BEHIIIE PacCMoJIOKCHHBIX OTACIaX KUIICYHUKA MPOUCXOIUT 3aJICPKKA COACPKNUMOTO C
MOCJICAYIONMeH KOMIICHCATOPHO# rumepTpodueii creHKH opraHa. bBoibHBIE CTpamarOT 3amopaMu, pa3BHUBACTCS
HETPOXOJUMOCTb.

I'mnepTpoduyecknii NHIIOPOCTEHO3 — XapaKTEPU3YeTCS BPOXKACHHOW TUMepTpodueil MyCKyJIaTypbl
MIJIOPUYECKOTO OTAETA JKEIyAKa C CYXKEHHEM ero MmpocBeTa. JTHOJIOTHSA M MaTOTeHe3 He BBIACHEHHI. B KIMHHKE
HaOJroaeTcsl yrnopHas pBOTa, HauMHAIOMIAsCS ¢ 3-4 HEOeNu XHU3HH C Pa3BUTHEM KOMBI OT HOTEpU XJIOPHAOB.
XUpypruueckoe JiedeHue PUBOAUT K IIOJIHOMY U3JICUYECHHUIO.

I'pbrka myno4yHoro kanaTtuka — aedexT nepenHel OpIOIIHON CTEHKH B 00JAaCTH IMyIKa C BBIIIYMBAHHEM
MOJYTIPO3paYHOTO TPHDKEBOIO METKa, O00pa30BAaHHOTO IYHNOBHHHBIM aMHHOHOM, COJIEPXKAIEro IETIM TOHKOH
kuiku. KueTpl U cBHIIM 00J1acTH MyNIOYHOTO KOJIbIIA 00pa3yloTcs BCIEJICTBHE MePCHCTHPOBAHUS KEJITOYHOIO
NMPOTOKA, COCIUHAIOIIETO KHIIEYHYIO TPYOKYy C JKEJNTOYHBIM MEIIKOM Ha PaHHUX 3Talax BHYTPHUYTPOOHOTO
pasButust. [Ipn 4acTHYHOM COXpaHEHMM ydJacTKa 3TOTO MPOTOKa, MPWIISKAIIETO K KHUIIKE, 00pa3yeTcs MeKKeJeB
AuBepTHKYJI. OH HallOMUHAET MajIel] IepyaTKi U OTXOJUT OT ITOJB3/IONIHOM KHIIKHK HA PACCTOSTHUM 25 cM H Ooee
oT OayrMHHMEBOM 3aciOHKH. [IpM COXpaHEHMH S>KEJITOYHOTO IIPOTOKa B APYIMX YYacTKaX pa3BUBAETCS KHCTa,
BBICTJIAHHAS! KHIIIEUHBIM 3MIHUTENNEM (IHTEPOKHCTOMA).

BpoxaeHHble TOPOKU Pa3BUTHSA KETYHBIX MyTell MOTYT 3aKIIOYaThCsi B HEOOBIYHOM DPACIHOJIONKEHHUH U
pasMepe KEITIHOTO My3bIpsi, 00pa30BaHIM KMCTHI OOIIETO KETYHOTO MIPOTOKA U aATPEe3HH WJIH CTeHO03e OJHOTO N
Jla)ke BCEX JKEYHBIX IPOTOKOB. B pe3ynbraTe aTpe3nu KeIYHbIX MyTei BO3HUKAET OMIUTHAPHBINA IUPPO3 IIEUCHH.
BpO)KJIeHHI)Ie TIOPOKH IMOYCK, MOYEBBIBOAAIINX HyTeﬁ M TTOJIOBBIX OPTaHOB

Bpo:xaeHHbIe TOPOKHU Pa3BUTHS MOYEK:

A. areHe3usi mo4exk — BPOXJICHHOE OTCYTCTBHE OJHOHM M3 ITOUYEK; apeHUS] — BPOXKICHHOE OTCYTCTBUE 00EUX
mouek. YacTo coderaeTcs C IPyruMU BPOKISHHBIMU TTOPOKaMHU. JIeTH HeXXU3HECTIOCOOHBI.

B. runmomyia3usi moyek — BpOXIESHHOEC YMEHBIIEHHE HMX Macchl W 00beMa, MOXET OBITh OIHO- U
JIBYyCTOPOHHUM. [Ipy 0THOCTOpOHHEH TUMOIIa3usl HaOIogaeTcss BUKapHas THIIEPTPOHS BTOPO HOPMaIbHOK
TTOYKH.

C. nmucmiasusi MOYeK — THUIOIUIA3HMs C OJHOBPEMCHHBIM HAJIMYMEM B IMOYKAX 3MOPHUOHATIBHBIX TKaHEH.

Mukpockonmn4ecku B TKaHH TIIOYKH OOHApYXWBAalOTCA HEOONbIIHEe ydacTKu Hedpodmaactombr. Ilpu
JIBYCTOPOHHEM TIOPA)XEHHUH JIETH HEKU3HECTIOCOOHBI.

D. nmoamkmcTOo3 MOYEeK — JIByCTOPOHHEE YBEIMYEHHE I0YeK ¢ (opMHpoOBaHHMEM KHCT. Pasnmuaior
KPYNHOKHCTO3HbI¢  (TMOJHMKHMCTO3 IOYEeK B3pPOCJOr0 THINA) W  MEJIKOKHCTO3HbIC¢ (TMOJTHKHCTO3
“HHGAHTHIBHOTO” THMA) NOYKH. KpYIMHOKMCTO3HBIE MOYKH XapaKTepH3YIOTCs 00pa3oBaHHEM B KOPKOBOM
cjioe OOJBIIOrO YHcia KPYIHBIX KHCT C MPO3PayHbIM COJIEPKUMBIM, MEXIY KHCTaMH COXPAHSIOTCS yYacTKH
HOpPMaJIBHOM TouYedHOM mnapeHxuMmbl. C TakuMH 1ouykamH OonbHBIE MOTyT aoxkuBark 1o 40-50 ier.
MenKOKHCTO3HBIE MTOYKH OTJINYaeT Haludne Kak B KOPKOBOM, TaK M B MO3TOBOM CJOSX MHOJKECTBO MEJKHX



KHCT, TECHO MPHJISKAINUX APYT K Apyry. Ilodednast mapeHXUMa MpakTHIECKN OTCYTCTBYeT. Takue
HOBOPOX/ICHHBIC HE)XKN3HECTIOCOOHBI.
E. cpamenne novyek (MoAKOB0OOOpa3HAsl MOYKA) HE NMEET KIIMHUICCKUX MPOSIBICHUI.

BposkaeHHbIe TOPOKH MOYEBBIBOASILIMX ITyTeil:
A. ynBoOeHHe JIOXaHOK M MOYETOYHHUKOB:
B. arene3ms, aTpe3usi, CTEHO03, IKTONMS YCTHEB JIOXAaHOK U MOYETOYHUKOB;
C. Merayperep — pe3Koe paclIMpeHHe MOYETOYHHKA BCIIEICTBUE TMIOIUIA3HMH MBIIICYHON TKaHU WIIN
HEpBHOTO anmapara (OTHOCHTCSA K paHHUM (DeTomaTsIM);
D. »3xcTpodusi MOUEBOTO ITy3bIpsl — KOTJa MEpenHssl OpIOIIHAsl CTCHKA ¥ MOYEBOW Iy3bIPh PACIIEIUICHBI U
MOYEBOI1 Iy3bIPb C BHIBEPHYTOH BIEPE]] CIIM3UCTOMH 000I0UKOM OTKPHIBACTCS HAPYKY;
E. areHe3mst MO4EBOIO ITy3bIpS;
F. nMBepTHKYJ MOYEBOTO IIy3BIPS;
G. pacmeJuHa MOYEHCNYCKATEJIBHOT0 KaHaJa, KOTOpas MOXET pacrojiaraTbCsi Ha €ro HIDKHEH
(runmocnaausa) WIM BepxHeH (IMHMcHaaus) IMOBEPXHOCTH. Bce MOpOKM MOYEBBIBOIAMIMX IyTeH BeXyT K
HapyLIEHHIO OTTOKAa MOYHM M COOTBETCTBYIOIIMX OCJIOXKHEHUH (THIApOHE(PO3, XPOHUUYECKUH MHENTOHEPPUT U
ap.) HeoOxomumo cBoeBpeMeHHOE XUPYPruuecKoe JeUeHue.
BpokneHHbIe NOPOKHU MOJIOBLIX OPraHOB:
A. KpHUNTOPXH3M — 33JIepKKa SUYEK B OPIOIIHOM MOJIOCTH 10| OPIOIIMHOM WK B TTaXOBOM KaHaJIE;
B. aTpe3us meiiku MaTKM M BIIarajinIna;
C. ynaBoeHme MaTKu
D. repmadpoanTusM — HamMYHe MPU3HAKOB 00O0Ero IoJa y OAHOTO JHIA. Pa3nuyuaroT HCTHHHBIN
repMa)pOAUTH3M — HAINYNE OJHOBPEMEHHO JKEHCKUX M MY)KCKHUX ITOJIOBBIX JKE€JIE3 M JIOKHBIH — HapyXXHbIE
MIOJIOBBIE OPTaHBI I0JIa, TPOTHBOIIOJIOKHOTO MOJOBBIM JKese3aM. I10pOKH pa3BHTHS IMOJOBBIX OPTAHOB >KHU3HH
HE YIpo’Kaer.

Bpo:kaeHHbIe IOPOKH OPTraHOB JIbIXaHUS:
A. anJja3sus M runomiasusi OpOHXOB M JICTKUX;
B. kHcTBI JierkHX (OTHOCATCS K paHHUM M MNO3JHUM (DETONAaTHsIM) MOTYT OBITh MHOXKECTBEHHBIMH
(IOJIMKKCTO3 JIETKUX, JIOKAJIM30BaThCsl B OJHOM JIETKOM, B OJHOW J0je M OBITh €AMHUYHBIMU. B0O3MOXHO
pa3BUTHE BPOXKIECHHBIX OPOHX0IKTA30B;
C. BpoxaeHHasi SM(pu3emMa (OTHOCUTCS K pAaHHUM U TIO3AHUM (peTonatusiM). DTOT HOPOK BBISBISETCS TOJIBKO
B IIOCTHATAJIbHOM IIEPHOJIE.

OcioskHeHUs] B BHIC NPHUCOCIUHEHHWS BTOPUYHOW HMHQEKIMU C Pa3BUTHEM XPOHHYECKOTO OpOHXHTA U
ITHEBMOHUH, CJICAICTBHEM KOTOPBIX SIBJISCTCS MHEBMOCKIIEPO3, JIETOYHOE CEpIIe MOTYT OBITh NMPHUIMHONW CMEPTH Y
B3POCIIBIX.

BpoxaeHHbIe NOPOKHU JULA:

A. Xxeilnocxu3 (3agubsi ryba) — paclieIuieHue BepXHeil ryosr;
B. mamatocxm3 (BOIYbS MAaCTh) — pacIleIieHHe TBEpAO0ro Hea;
C. MHKPOrHaTHsl — THIIOIUIA3NS HIDKHEH YelocTy;
D. rumepresiopu3M — IMHMPOKOE PACCTOSHUE MEXTY TJla3aMu. DTH IMOPOKH YacTO COUYETAIOTCS C APYTUMHU
MHO>KECTBEHHBIMHU ITOPOKAMH Pa3BHUTHSL.
OETOITATHNN

K ¢eronarnsm oTHOCST Bee 3a00ieBaHusI IU10/1a, Kak HHPEKIUOHHbIE, TAaK 1 HeMH(EKIINOHHBIE.
WNudexkunonnsie Gperonaruu

Cpenu vH(DEKIMOHHBIX (PETOMATHII BCTPEUAIOTCS MPOIECCHl PA3IMYHOM 3THOJOrWU. Yaiie BO3HHUKAIOT
MOpaKEHUs, BBI3BAHHBIC BHPYCAaMM LIUTOMETAIMU U TEMAaTHTa, PECHHPATOPHBIMM BHPYCAMH M 3HTEPOBHPYCaMH,
BHpYCaMH BETPSIHOM OcTibl U Jip. BO3MOXKHBI MOpakeHUS IJI0AA JINCTEPHSIMHU, ONEIHON TPEOHEMOH, MUKOIIIIa3MON
U TOKCOILTIa3MOM.

[Tytn vHQUUIMPOBAHUS IO/ OTIIMYAIOTCS OT CIIOCOOOB 3apaXKeHUs JIeTed M TeM Oojee B3pOCIHBIX JIOJEH.
Boinbinoe 3HaueHne UMeEET reMaTOTreHHbIH MyTh. Bo30ymuTess ¢ KpOBBIO MaTepH IOCTYIIAET B IUIALICHTY, HEPEIKO
pa3MHOXaeTcss B HEH M OTTyJa IO MYNOYHOW BEHE MOMajaeT B OpraHum3M Iuoga. B mocienyroomem y miaoga
pPa3BUBACTCA TeHepPaJM30BAHHAA MH(eKIus C MOpaKCHUEM, MPEexkJe BCEro MEeUeHH, a TaKKe JIETKHX, MOYeK U
peske Ipyrux opraHoB. M3peaka HaOuogaeTcss HUCXOASIIUNA MyTh WHGUIMPOBaHUS, KOT/1a MHPEKIIMOHHBII areHT
IIPY HAJINYWH O4ara BOCIIAJICHHs! B OPIOIIHOM ITOJIOCTH IIPOHUKAET B MaTKy yepes TpyOy.

CyIecTBeHHYI0O pOJib, OCOOEHHO TIIpH OaKTepHaIbHBIX HWH()EKIHAX, HMeeT BOCXOAAIMI MyTh
HHGUIMPOBAHNUSA, TIPH KOTOPOM BO30OYIHWTENb W3 BJArajuila 4yepe3 KaHal IIeHKH MaTKH, OOBIYHO yXKe IIociie
BCKPBITHSl IUIOTHBIX 000JIOUEK, MPOHWKAET B TOJOCTh aMHHOHAa M WHQUIMPYET OKOJOIUIOAHBIE BOIBL. B
JambHEeHIIeM BO3MOJKHBI BHEApEeHHE BO30yAWTENs B KOXY, OCOOCHHO IIpH €€ TPaBMHPOBAHWU BO BPEMs POJIOB,
acTiMpanys WK 3ariaThIBaHNe 3TUX BOJ M COJIEPKIMOTO TTOJICTH MaTKH.

Jis nHGEKIHMOHHBIX (EeTomaTHil XapaKTepHO NPEHMYIIECTBEHHO albTePaTHBHO-TPOIYKTHBHBIA XapakTep
BocnaneHus. IIpu 3ToM B opraHax BO3MOKHBl MHOXKECTBEHHBIC 04YArH HEKPO3a, HaIU4YUE BOCHATUTEJIbHBIX
HHpUABTPaTOB (HarpuMep, CHIBOPOTOYHBIN T'€NaTUT, IUTOMETralHs, KpacHyxa, TOKcomia3Mo3). [Ipn HeKoTopbIx
nHdekuusax HabmonaeTcs o0pa3oBaHHe IpaHyJdeM BO MHOTHX OpraHax (BpPOXKAEHHBIH CHQWINC, JHUCTEPHO3,
TyOepKyJe3, nopaxkenue rpudbammu). Ilpu 3ToM Ha (hoHE reHepaTM30BaHHBIX MOPAXKEHUH MOTYT MpeobiiaiaTh



W3MEHEHHS B ONPEICICHHBIX OpTraHax, HalpuUMep, MPH TOKCOIUIa3MO3€ — B TOJOBHOM MO3T€, IIPH CHIBOPOTOYHOM
renaTute — B neyeHn. Kak mpasuiio, HaOMr0gaeTcst BRIPaKeHHBIH FeMOPParndecKiii CHHAPOM.

[IporHo3 B GONBIIMHCTBE CIy4acB HEONATOMPHUATHBIN, CMEPTh HACTYNAET B MIEPBBIC THU MM B IIEPBHIC TPH
MecsIa KU3HA. [Ipyu BBI3AOPOBICHUH OCTAIOTCS CTOMKHE U3MEHEHHMS B OPTaHax, MPUBOISIINE K HHBAMIHOCTH HIIN
K CMEPTH OT HEZJOCTATOYHOCTH KU3HECHHO BaKHBIX OPTaHOB.

Henndexunonnsle ¢peronatun

K ocHOBHBEIM (hopMaM HeWH(EKITMOHHBIX (ETOMAaTHI OTHOCSATCS TEMOIUTHIECKast O0Ie3Hb HOBOPOIKICHHBIX,
¢ubposmacTo3 sHmOKapia, auabeTwdeckas (eTomartds W JAPYTHe, PEUMYIIECTBEHHO paHHWe (eromatuit (ci.
Iopoku pazeumust).

dudpodiacTo3 IHAOKApAA — BPOXKICHHOE 3a0oJieBaHME, TMPU KOTOPOM B  JHIOKApIE H
cy09H/IOKapIMaIbHOM CJI0O€ MHOKapja HaOMoJaeTcs CKIEepo3 C OOWIIMEM 3JIaCTHYECKHX BOJIOKOH. DTHOJIOTHS U
naroreHe3 He siceH. [IpeamoyioXuTenbHO, YTO W3MEHEHHsS B JHAOKapAe OOYCIIOBJIEHBI IMTOMETalIOBUPYCHOU
nHpekyeld. MakpoCKOIMUECKH Cep/le yBEIMYeHO B 2-4 pasa [0 CpaBHEHHIO C HOPMOI 3a cyeT rumeprpoduu
NPEUMYIIECTBEHHO JICBOTO KEIyA04YKa, YHIOKApJ €ro pe3Ko yTOJILEeH, OelloBaTo-KenThlil. B monoBuHe ciydaes
OTMEYACTCsI yTONIIEHHE U eOpMaIHs MUTPAITBHOTO M a0PTATBHOTO KIIANAHOB, HEPEAKO B COUETAHUH C CY)KEHHEM
aopTel. CMepTh HACTYIIAET OT OCTPOIl CepAeTHON HEIOCTaTOYHOCTH (MOJHHEHOCHas (opMa) B IEPBBIC THU KU3HH
WIN OT HapacTalomeld HEeJOCTaTOYHOCTH Cepla MPU HHTEPKYPPEHTHBIX 3a001€BaHMAX (ITHEBMOHUS) B HEPBBIC
MECSIBI JKU3HH.

JMuadeTuueckas peronatusi — 3ab0yieBaHNE IUI0/1a, O0YCIOBICHHOE MPeAIHa0eTOM H 1Ha0eTOM MaTepH.
B oTBer Ha M3MEHEHUs YPOBHS TJIIOKO3bI B KPOBH MAaTepH, y IUIOJA PA3BUBAIOTCS TUIEPTPOPHS HHCYISIPHOTO
anmnapaTa ¢ MOCJIeIyIOUIMM HCTOIICHHEM ero u auctpodueil Oera-kieTok, a Taxke cuHApoM Minenko-Kymuxra.
[Mocne poskieHus1, KOrla CHUKAETCS BIMSIHUE MaTEpPHHCKOTO HadeTa, MOTYT HAaCTYIIUTh BOCCTAHOBIICHUE (DyHKIINU
MOJKENYZIOUHON JKelle3bl IUIoJa M HopMaim3anus oOMmeHa. Eciam 3Toro He mpoMCXOIWT, pa3BHBacTCs nuabeT
HOBOpO:kIeHHOro. [Ipu 3T0i1 peTonarunii UMeeTcst CKIIOHHOCTh K POXKICHUIO KPYIHBIX TUIOJIOB — C Maccoi Tena 4-
6 kr. Temo miosa MOKPBHITO OOWIIBHOI CHIPOBHIHOW CMa3KoOW, KOka 0arpoBO-CHHIOIIHAS C METEXUSIMH, OTEKU
MATKUX TKaHEH TYJIOBHUINA U KOHEYHOcTed. MIMETCs NMPU3HAKU HE3PEIOCTH — OTCYTCTBHUE S1pa OKOCTCHEHHS
Oeapa uinM yMeHblIeHWe ero pa3mepoB. OTMedaeTcs remaro- M KapauoMmeraius. MHKpPOCKONHMYECKH B
MOJKEITYIOUHOH JKelle3e HabJroaeTesl yBeJIMYeHne yrcia 0era-kiuetok. Hapsmy ¢ aTUM oTMeuaeTcs JerpaHy s,
BaKyoOJM3alus W THKHO3 SAEpP ITHX KIETOK, CBHUAETEIbCTBYIONIME 00 HCTOLIEHNMM HMX CEKpelnuHu. B muokapne
OTMEYAeTCs BaKyOJIbHasi TUCTPOQHS, MUKPOHEKPO3bI, B TOYKaX — OTIIOKCHHE TIIMKOTCHA B M3BUTHIX KaHaJbLax. B
COCyZJax MUKPOLMPKYJIATOPHOTO pycia ckiepos. Ilocne poxIeHns B JIETKHX 00pa3yroTcsi THaJIMHOBBIE MEMOpPaHbI B
CBsI3M C AehunnuTOM cypdakTaHTa, YTO CBHJICTENBCTBYET O HApyHIEHHHM TakXke JHMuAHoro obOmeHa. CmepTth
HACTyHaeT OT ac(UKCHH IUIOJIa WIN HOBOPOXKAECHHOTO, a TakKe OT TMIIOTTIMKEMHH, HACTYHAIOUmIeH OT POAOBOTO
cTpecca.

I'emoauTH4eckas: 60/Ie3Hb HOBOPO KAEHHBIX BCIICIICTBHE H30MMMYHHOTO KOH(JIMKTa BCTpEYaeTCs B BHIE
5 ¢opm: BHYTpHyTpoOHas cMepTh C Mameparuei (peromaTus 0e3 OTEKOB W JKENTYXH), OTCUHAs, aHEMHUYEeCKasd,
BpOXKAEHHAsl KenTyxa (KeNTyxa ¢ aHeMHeil), mociepoioBas XenTymHas (kentyxa Oe3 anemum). [locnmemnme
4yeTelpe OyAyT pacCMOTpPEHbI B paszeie NepuHaTaibHas mnarojorus. K mpeHaTalbHON MaTONOTHH, TO €CTh K
(beTomaTHsAM, OTHOCST JIMIIb IEPBYIO GopMy.

BuyTpuyTrpoGHasi cMepTh ¢ Manepanueii (eromaTusi 6e3 OTEKOB M JKeJITYXHM) IPU H30MMMYHHOM
KOH(IIMKTE HACTyIaeT OObIYHO mpu paHHeMm (3-7 Mecsiy GepeMEHHOCTH) M JOCTATOYHO MACCHBHOM TMPOpPBIBE
M30aHTUTEN 4Yepe3 IutaneHTy. He3penocTh (yHKIMOHANBHBIX CHUCTEM IUIOAA OOYCIOBIMBAET OBICTPOE pa3BUTHE
JUCTPO(UUECKUX U HEKPOTHYECKUX U3MEHEHUH B OpraHax, o rnorubaer B Bo3pacrte 8-9 mecslies.

HNudexunonnnie peronatun. linromeranus, BpoxkaeHHbI cuuiinc, TOKCOMIa3M03.

Wudekunonubpie 3a001eBaHusT BO BpeMsi OEPEMEHHOCTH IMPEICTABISIOT OIMACHOCTh HE TOJBKO Marepu, OHH
MOryT 00yClaBIMBaTh BHYTPHUYyTPOOHOE MHGHUIMPOBAHUE AETEH, NMPUBOJSIIUE K PaHHEH IETCKOW CMEPTHOCTH U
BO3HHKHOBEHHIO MOPOKOB pa3BuTHs. TepaTtoreHHoe neiicTBue MH(peKuuii 6oiee pacpoCTpaHEHO 4YeM BIMSHUE
TOKCHYECKHX TpenaparoB. Tak, ecian B 1964 r. B @PI” oT mpuMeHEeHNsI CHOTBOPHOTO IIperapaTta TaaTuaoMuaa ObLI0
3apeructpupoBano 3000 nmereit ¢ mopokamu pasButusi, To B CIIIA B TOM k€ romy B pe3yibTare BpPOXKISHHOU
KkpacHyxu poamiochk 20.000 nereii ¢ anHomanusMu pa3BuTHs. Hepenko 3a0oseBaHre caMOil MaTepH, PUBOISIIEE K
TSDKEJIBIM TTOPaKEHMSIM TUI0J1a, TIPOTEKAET JIETKO M He BBI3bIBACT 0COOOM TpeBOTH y Bpauei. MlHorma nomyckarorcs
OIIMOKH B JIEYEHUN MH(PEKIIMOHHBIX O0JIe3HEH Y OepeMEHHBIX KEHIIHH.

BryTpryTpoOHBIE MHMEKIMN y eTell NPeICTaBIAIOT co00i Ty Tpyniry 3a0oJeBaHHi, ANAarHOCTHKA KOTOPBIX
CONpsDKEHa C HEMAJIBIMU TPYJHOCTSAMH. TpPyIHOCTH CBS3aHAa C TEM, YTO Hepelnko MH(PEKIMOHHOE 3a00ieBaHHe y
MaTepu IpOTeKaJo OECCUMIITOMHO WM B JIETKOH (opMme Oe3 BBIpaKEHHBIX KIMHHUYECKHX NposBiIeHUH. OcoOeHHO
9TO KacaeTcsi BUPYCHBIX MHQekuunii. Hanbonee pacnpoctpaneHHOH (opMoil B3auMoneicTBHsI BUpyca C KIETKOH
SIBIISICTCS COCTOSTHHE JUTMTEIBHOTO BUPYCHOTO HOCHTEIHCTBA. B MHMHUIIMPOBAaHHBIX BUpyCaMH KJIETKaX MPOUCXOANUT
B3auMozeiicteue BupycHoit JIHK ¢ xpomocoMamu KJIETKH XO034MHA, NPU 3TOM BUPYCHBIM Te€H BHauale
MPUKPETUISeTCS K XpOMOCOMaM, a 3aTeM, MPH JTUTEIHHON 3KCIO3UINN BKIIIOYAETCS B XPOMOCOMBI KJIETOK. Takum
00pa3oM, B HHOUIIMPOBAHHONW KIIETKE JIMTEIBHOE BPEeMsl, B T€UEHHE KOTOPOTI0 MPOMCXOIHT MPOIECC MAaCCHBHOTO
Pa3sMHOXKEHUS, PEIIPOAYKIINSA BUpYyca BIUIOTHh A0 (hOpMUPOBAHMS 3pETIOr0 BUPHOHA, HAXOJUTCS HEAKTUBHBIN BHPYC.
OTUM 00BSACHSIOT, MOYEMY Y MHPHUIMPOBAHHBIX BUPYCOM OEpEeMEHHbIX )KEHIIH BUPYCEMHUsl KIMHUYECKH HUYEeM He



NPOSBISETCA, TOTJa Kak y MHQUIMPOBAaHHBIX HMMH IUIOAOB 3a0oJeBaHHE INPHOOpETaeT XapakTep TsKEJION
reHEepPaIN30BaHHON MH(MEKIUH CO CMEPTENBHBIM HCXOAOM. IIpuMepoM MOXKET CIIyXKHUTh LUTOMETallus, BUPYCHBIN
rernaTur.

Crenyromasi TPyZHOCTb COCTOHMT B TOM, YTO BBIIBICHHE MH(EKLIMOHHOTO 3a00JEBaHUS y MaTepu elle He
SBIISICTCS CBHUIETEIFCTBOM BHYTPHUYTPOOHOHW mepemaun Bo30yamTenss 3Toro 3abomeBanHus twioxy. C apyroi
CTOPOHBI, BBIABJICHHE 3a00JICBaHMS y IUIOAA [ajeKo He BCErAa IIO03BOJSIET CB3aTh €ro C BO3ICHCTBHEM
ompeneneHHOro  Bo3OyauTens, ©WOO OHO MOXET OBITh  OOYCIIOBIEHO  TOKCHYECKMMH  (haKTOpaMH,
UMMYHOJIOTHYECKHMH ¥ APYTUMH BO3IEHCTBUSIMH.

Bce 3TM TpygHOCTH B KOHEYHOM HTOTE IPHUBOAAT K TOMY, 4YTO BHYTPHUYTPOOHBIC HH(EKIHH
JIMarHOCTHPYIOTCSI, KaK IPaBUIIO, JIUIIb TOCIE POXKICHUSI.

VYuuTeiBas BO3MOXKHOCTH JIETKOTO TEUYEHHS HHQPEKIMOHHOTO 3a00JICBaHUSI y MaTepH ¢ MH(OHUINPOBAHUEM
IUI0Jja Ha pasHbIX CPOKax BHYTPUYTPOOHOTO pPa3BUTHS, VISl JMATHOCTHKH BHYTPHYTPOOHBIX MHQEKIMH HMEIOT
OoJiblIOE 3HAYCHWE TIIATEIBHO COOpAaHHBIM aHaMHE3 W JesTeNIbHOE KIMHUYECKOe 00Cie0BaHUE OEpEeMEHHBIX.
MHorune nH}pEKIMOHHbIE 0ONe3HH y OepeMEHHBIX MPOTEKAIOT C IOBBIMICHHEM TeMmIieparypsl Tena (1o 38 rp. u
BbIlIe). B CBA3M ¢ 3TUM BpauM YacTto CTaBAT OLIMOOYHBIA JMAarHO3 TPHIIA WIW OCTPOr0 PECHHPATOPHOTO
3a00JIeBaHMs, XOTSI JIUXOPaJKa BO BTOPOH IOJIOBUHE OEPEMEHHOCTH HEpPEeIKO ObIBAET CBA3aHA C BHYTPHYTPOOHBIM
MHQUIMPOBAHUEM CTPENTOKOKKAMH, CTA(HUIOKOKKAMH, CIICPUXUSIMU. JeTH Ipu 3TOM pOXKAAIOTCs, KaK MpaBHIIO,
HEJOHOLICHHBIMY, MHOTHE W3 HHUX IOTHOAIOT MHTPaHATAJIbHO WM BCKOpe IOCHe pOXKIeHWs. [IpH mosBieHHH
JMXOPaJOYHbIX 3a00JICBaHMII HAa paHHHX CPOKax OEPEeMEHHOCTH y NEpHHATaJbHO IOTHOLIMX JeTeil dacTto
BBISBIISIFOTCSI T€ WJIM HHBIC IOPOKH Pa3BHTHS.

bonpnrioe 3HaueHWe B TeHe3e BHYTPUYTPOOHBIX HH(EKIHMHA HWMEIOT XpOHHYECKHE HWH(EKINOHHBIC
3a0oneBaHnsi OCPEMEHHBIX JKCHIIMH M M3 HUX, B OCOOCHHOCTH, BOCIIAIUTENbHBIC 3a00JICBaHHS OPraHOB
MOYEToJ0BOH cucTeMbl. Od4aru JaTeHTHOH MHQPEKIMM B MOYEBBIX HYTAX OEPEeMEHHBIX JKEHIIMH MOTYT
AKTUBU3UPOBATHCA IIOJ BJIMAHHUEM DPOJOB, B 0COOCHHOCTH OCJIOXKHCHHBIX, M CTaTb HWCTOYHHKOM 336OJ'ICBaHI/ISI
POAUIIBHULT U HOBOPOXKJACHHBIX KaK B CTAlMOHAPE, TaK U IPHU BBIIMUCKE U3 POJUJIIBHOI'O AOMA. Bcer,ua HaJa0 IIOMHUTH
BO3MOYKHOCTh aKTUBU3UPOBaHHS y OCPEMEHHOHN J>KCHINUHBI JIATCHTHO MPOTCKAIOIICH 04YaroBoil MH(EKIUU H,
0co0eHHO, 000CTPEeHNIT BOCIAIMTENBHBIX MPOLIECCOB B MOJOBOU cdepe, TeM Oolee, YTO OHU 3aHUMAIOT 110 YacTOTe
IepBOEe MECTO CpeIy TMHEKOJIOTMYECKHX 3a0osieBaHMU. B cBA3M ¢ u3MeHeHHMeM OHOIOTHMHM BO30yIUTETEH 3THX
3a00NeBaHMi, CCHCHOWIM3aUWed W W3MCHEHHEM HMMMYHOJOTHYECKON 3allUThl OpraHM3Ma BOCIAIUTEIBHBIC
IPOLECCHl B MOJIOBOH cdepe Bce yamie MpUoOpeTaroT crepThle GopMbl. OTCYTCTBYIOT CHMITOMBI, TUIIUYHBIC IS
OCTpOil cTajmy, HAOIIOAACTCS CKIOHHOCTh K XPOHHYECKUM 3a00JICBaHUAM C JUTUTENBHBIM TeueHHeM (oT 2 mo 10
JIeT) M 9acThIMM penunuBaMu. bonee uem y 50% >XKeHIIMH BOCTIAIHMTENbHBIE MPOLECCH MPUAATKOB ¢ CAaMOTO Hadaia
NpHOOPETAIOT XPOHNYECKOe TeueHne. 1109ToMy MHOTHE JKCHIIMHBI U3 YHCNIA TaKHX OOJIBHBIX B IEPUOA PEMHCCHIl
CYHUTAOT ce0s1 310POBBIMH.

OTHocUTeNbHAs YacTOTa BO3HHKHOBEHHWS y OEPEMEHHBIX JKCHIIWH OYaroBbIX 3a00JieBaHHN pPa3IMYHON
9THOJNIOTHH OOBACHSACTCS JOBOJBHO HU3KUM YPOBHEM HMMYHOJIOTHYECKOH 3amuThl. B HacTosmiee Bpems
NPOUCXOTUT YMEHBLICHHE HWMMYHOJOTHYECKOH PEAaKTHBHOCTH OpraHM3Ma JIoJed 3a cYeT MHOrHX (haKkTopoB
BHEIIHEH M BHYTPEHHEW cpeibl (BKIIOYAs IIMPOKOE HCIIOIb30BAHHE AHTHOWOTHKOB M APYTHX JIEKAapCTBEHHBIX
IpenaparoB), OTMEYaeTcsi MOBBILICHHAS CKIOHHOCTh K aJUICPIHYECKHM DEaKmUsM W K POCTY BSJIO TEKYIIMX
3a0o0eBaHnil HHPEKIMOHHO-aJUIepruiecKoro rene3a. [Ipu BHYTpUYTPOOHBIX MHPEKIHAX Pa3HOW STHOJIOTHH YacToO
HabmogaeTcs Tspxesnoe nopaxenue LIHC mionos, KoTopoe B 4acTu cly4aeB MOXKHO PacLCHUBATh HE KaK pe3yabTaT
HEMOCPECTBEHHOTO BO3ACHCTBUS BO30OyAUTEI HHPEKINY, a KaK CIEACTBHE CEHCHOWIN3ALMK MO3ra IO, KOria
m00ast BpeJHOCTh MOIJIA HAaYaTh MIPOJOJDKUTENBHYIO PEAKIUIO «aHTUTCH-aHTHTEIION.

Jnst vHQUUUPOBaHUS IUIONA NPH HAJMYMKM Yy Marepu HHGEKIMOHHOTO 3a00JeBaHHS HEOOXOAMMO OJHO
yCJIOBHE: TOBPEXKACHHE OrPAHUYMTENBHBIX MEMOpaH IUIAlCHTHI, IUIOJHBIX OOOJOYEK WIM MYINOBHHBI, HOO
HapylIeHHe 0apbepHBIX MEXaHM3MOB THX 00pA30BaHUi JeJaeT X MPOHUIIAEMBIMH JUIS BCEX MUKPOOPTaHU3MOB H
BpeIHBIX (akTOpoB Hopsaka. [IpopbIB OrpaHUYUTENBHBIX MEMOpaH Iocliea NP BHYTPUYTPOOHBIX HH(EKIHIX
HPOUCXOTUT KakK MPaBHJIO, B CIEICTBHE BOCIAIUTEILHO-HEKPOTHYECKHX, a TAKXKE AMCTPOPHUUCCKUX U3MEHEHHH B
HUX. BoT mouemy MaTka M OpraHbl, CBS3aHHbIE C HEil Tomorpaduueckn W (QyHKIHMOHAIBHO, SIBISIOTCA CTOJb
BRXHBIM 3BEHOM B MaTOTCHETHMYECKOW MLEeNH BHYTPUYyTPOOHOro wuHOuuuposaHus. [Ipn BHYTpHyTpOOHBIX
6aKTepI/IaHBHBIX I/IHq)eKHI/ISIX II0CJIEA BCCraa BOBJICKACTCSA B BOCITAJIMTEIILHBIA mpouecc. Yrto kacaercs BUPYCHBIX
MHQEKIUHA, TO BHUPYCHI MOTYT HPOHHMKATh dYepe3 HEMOBPEXKIEHHYIO IUIANCHTY, XOTS H3BECTHO, YTO BHPYCHI
PasMHOXAKOTCA B KJICTKaxX IUIAICHTBI W BBI3BIBAOT TUCTOJOTHYCCKHUE U3MCHCHUS, 06.]'[61“‘18.}01]_[1/16 nepexoa nx K
IIOAY.

Bocnanurenapabie PO ECCHI B TUIALCHTE, BO)IHOI71 O60J'[O‘-IK€, ITYIIOYHOM KaHAaTHUKEC SABJISIFOTCA
MOATBEPKIEHUEM BHYTPUYTPOOHOTO WH(MUIIMPOBAHUS IUJI0Ja W HOBOPOXKIACHHOTO BHpycaMH, OakTepUsIMU H
IPOCTENILNMHU.

PeSyHBTaTOM BOCITAIMTCNIPHBIX HM3MCHEHHH B nocjeae W B INIOAHBIX 000/I0YKax MOIKET OBITh
CaMOIIPOU3BOJIbHOE MPEKAEBPEMEHHOE OTXOXKIEHHE OKOJIOIUIOIHBIX BOJ. B03MOXHOCTH MH(HIMPOBaHMS IUIOJA
npu TaKON MaTOJIOTUH OYC€BHUIHA, TaK KaK AaX€ HE3HAYUTCIIbHOC HAPYHMICHUE MLECJIOCTHOCTHU IUIOAHOTO ITY3BIpA
MPHUBOIUT K KOHITy HepBbIX CyTOK K 100% wuHHUIIMPOBaHWIO OKOJIOMJIOIHBIX BOJM, SBISIOTCS Hanboiee 4acTou
MIaTOJIOTHEH POIOBOTO aKTa MPU BHYTPHYTPOOHBIX MH(EKIUIX Pa3HOH ITHOIOTHH.



BecbpMa xapakTepHO 0COOCHHOCTBIO TEUEHUSI HH(EKIIMOHHOTO MPOIecca Y OEPEMEHHBIX JKCHIIUH SBIACTCS
CaMOIIPOU3BOJIBHBIC BBIKHIBIIIN, OOYCIOBJICHHBIC, KaK IPABHUIIO, BOCHAIUTENBHBIM IIPOIECCOM B IOCIEIE WIN B
Mmatke. MHpeKknnonHble 00JIE€3HN MaTepH ABJSIFOTCS HanOOJee 9acTOW MPUYMHON CaMOIPON3BOJIBHOTO BBIKHIBIIIA
PaHHHUX CPOKOB.

CaMOnpon3BOIbHBIE BBIKUABIIIM MOTYT OBITh OOYCIOBJICHBI LUTOMETaJHEl, TPHUIIIOM, PHUKKETCHO3aMH,
JIHUCTEPHO30M, CHU(HINCOM, MHUKOIIA3MOM, TOKCOILIA3MO30M, Mamsipueil u apyrumu nHdeknusmu. Kpome artoro
UMEIOT 3HA4YCHHE T[IO3JHHE TOKCHKO3bl OEpPEMEHHBIX, a TaKKEe OTATOIIEHHBIH aKyIIepCKUH aHaMHE3:
CaMOIIPOU3BOJIBHBIN BBIKUBIII, HEIOHAIINBAHUE, MEPTBOPOKACHHBIC, PAaHHAA AETCKAas CMEPTHOCTb, POXKICHUCE
JIeTel ¢ MOPOKaMU Pa3BUTHSL.

Takum 00pazom, BHyTpHYTpOOHOE HHPULUPOBAHUE MOXKET OBITH CBA3aHO CO CJICIYIONICH MAaTOJIOTHEH:

1. oTSTOIIEHHBIN aKyILIEPCKUH aHAMHE3;

2. ocTpble M XPOHHMYECKHE 3a00JIeBaHMs, MPOTEKAIOIIUE C JIMXOPaJKOH WM CyO(QUOpPHIITUTETOM, HE3aJ0Iro 10
0epeMeHHOCTH, BO BpeMsi 0EpEeMEHHOCTH, B POJIaX U BCKOPE MOCIIE POJIOB;

3. OCTpBIE U XPOHHUYECKHE 04aroBble HH(EKIIMOHHbIE 3a00IeBaHMs], 0COOEHHO OPraHOB MOYEIIOJIOBOH CHCTEMBI;

4. MHOTOBOJHE;

5. YrpoXarommuii ¥ CaMOTPOU3BOJIBHBIN BBIKH/IBIII

6. IpeKAEBPEMEHHOE OTX0XK/ICHNE OKOJIOTIIIOHBIX BOJ;

7. aHOopMajbHas IUIAllCHTAlus, NPUpPAIICHUE IUIALCHTHI, PEKAEBPEMEHHAss U HEMNOJHAsl OTCJIOWKA IUIalleHTHI C
PYUYHBIM YAAJICHUEM 3a1CPKABIIUXCS €€ YaCTEH, pa3phlB IIIEBUCTO IIPUKPEIICHHBIX COCYI0B IIyTIOBUHBI U IP.;

8. o3 1HNE TOKCHKO3bI OEPEMEHHBIX.

BHyTpnyTpoOHOE MH(UIMPOBAaHWE IJIOAA BO3MOXHO JHMIIb IIPH YCIOBHM HAPYIICHHUS NPOHHIAEMOCTH
0apbepHBIX MEXAaHM3MOB IUTAEHTHl UI MHKPOOPraHWU3MOB. IIpoHHIaeMocTs (U3MONOTHYECKHX 3alIUTHBIX
MeMOpaH 1ociea HapymaeTcst B pe3yibTare JUCTPOPHUIECKUX U3MEHEHUH B 3TOM OpraHe, HO 4alle B pe3yibTaTe
MHQUIMPOBAaHKSA M BOBICYCHMS B BOCHAIUTENbHBIN mporecc. MHumpoBanne yepe3 MaTh WIM BOCXOSIIUM
My TEM.

LnTomeranust (OT rpey. IUTOC- KJIETKA, MErajioc- OOJIBILION) — BUPYyCHOE 3a00JIeBaHUE C ITPEUMYILECTBEHHO
JIATCHTHBIM TCYCHHEM Yy OCpPEeMCHHBIX JKCHIIMH W BHYTPUYTPOOHBIM TOpaXKCHHWEM IUioAa. SIBisercs
pacmpocTpaHeHHBIM 3a00JieBaHHEM, 3aHUMAIONIUM BAXKHOE MECTO B aKylepckoi maTojoruu. HcTuHHOE
pacmpocTpaHeHHe IUTOMETaIud HU3Y4YeHO elle HelAoCTaTo4yHo. [0 JaHHBIM pa3HBIX aBTOPOB, T€HEPATU30BaHHAS
IUTOMETANHUS BCTpeuaeTes ot 5 10 25%, a nokanusosanHas oT 10 10 30% k o01ieMy YUCITy BCKPBITHIA.

Bo30yaurens 3aboneBanus — Iuromeranopupyc — cogepxut JJHK, He mMeeT aHTHreHHOro cpeicTBa C
aJIcHOBUpYCaMM, BUpyCaMH Treprieca, KOpPH, BETPSHOW OCIbI, HECTOEK BO BHelIHel cpene. LlutomeranoBupyc
MPOHUKAEeT B KJIETKY IIyTeM BHPOIEKCHCAa W JE3WHTETrpanuu (pacrajeHre IeIor0 Ha COCTaBHBIE YacTH), B
pe3ynpTaTe dYero IPOUCXONUT IPEBpalleHHEe HOPMANbHBIX KJICTOK B [UTOMETalWdecKue. SnepHble W
UTOMETAINYECKHE BKITIOYCHUS 00pa3yIoTcs B pe3ylbTaTe Pa3MHOKEHHS BHpYca. SIepHbIC BKIIOYCHHS OOTaTHI
JHK 1 PHK, a B nuromigazMaTH4eCKUX TIJIaBHOW COCTABHOM 4YacThiO SIBISIOTCS YIJVIEBOJbI, MPEUMYIIECTBEHHO
HEUTpalpHBIC TIIOKO3aMHUHIJIMKAaHBL. BKIIOYEHHS B sAIpe OKCHIIBHBL, B IUTOIUIa3Me — 0a3o¢pumisHBL. B
MOpa’KeHHOH KJIETKE THITMYHBIC BHYTPHUSAICPHBIC U IIUTOIDIa3MAaTHICCKHE BKIFOUCHHUS TTOSBIIIOTCS HE Cpa3y, HHOTAA
gyepe3 AJHUTeIbHOE BpeMs OT Havaja nopaxeHus (10-72aus). Bokpyr BHyTpuSAAEpHBIX BKIIOUEHHUI pacroyiaraercs
30Ha MPOCBETJEHUS HYKJIEOIUIa3Mbl, YTO TPHUIAECT KJIETKE BUJ| «COBHHOTO IJ1a3a». Pa3Mepsl MUTOMETaTMYeCKUX
KIETOK KonebmoTest oT 38 mo 70 MKM, sSA€pHBIX BKIIOUYEHUN OT 8 10 20 MKM, nuTomiazMatuieckux — ot 0,5 jo 4
MKM. [luToMeransl UMEIOT OIMHAKOBYIO CTPYKTYPY M THHKTPHUAJIbHbIE CBOWCTBA HE3aBUCUMO OT UX JIOKAIU3alluu B
OpraHu3Me M TKaHSX.

[uTomeranoBupyc mnopaxkaeT 3MHUTETHAIBHBIE KIETKH, 00Jiafias BBIPAKEHHBIM TPOMU3MOM K DIUTENHUIO
skene3. OHAKO IMTOMETAJOBUPYC TMOPaKaeT M OpraHbl HE HMEIONIHME JSIHUTEIHAIbHBIX CTPYKTyp. Tak
[UTOMETATNYECKOMY METOMOP(O3y MOJBEpracTcsi ME3eHXUMANbHBIE U HEPBHBIE AJIEMEHTHl. BUpyC UTOMerannu
YerroBeKa HanOoJee aToreHe IS IUI00B, HOBOPOXKACHHBIX M JIETEH MEPBOTO TOJIA )KU3HH, HO MOXKET IOPaKaTh U
B3pocibiX. OCOOCHHO OIlacHa MUTOMETaiHs Uil OCPEeMEHHBIX, y KOTOPBIX OHAa MOXET BBHI3BaTh IUIAIICHTHT,
KaJbIA()UKAIIUIO TUIAIICHTHI, CAMOIIPOU3BOJIBHBIC A00PTHI U MIPEKICBPEMEHHBIC POIBI.

WudunupoBanue 1oga MATOMEraJOBUPYCOM MOXKET MPOU30WTH OT OOJNLHOW JKEHINUHBI- MaTeph (OIHAKO
OHA CYUTACTCS MPAKTUYECKH 3J0POBOIi), aHTCHAIFHO B Pa3IMYHBIX CPOKU OCPEMEHHOCTH, T€MATOTCHHBIM ITyTeM
yepe3 MIAUEHTY WIK MHTPaHAJIbHO BO BpeMsl IPOXOKICHUsSI Yepe3 POAOBbIE IyTH MaTepH.

Boigensercs uMTOMEraJloBUPYC U3 OpraHu3Ma ¢ MOYOM, CIIFOHOH U MOKPOTOH, a MPU NOPa’KEHUH JKETYJOUYHO-
KHIIEYHOTO TPaKTa, C KaJlOM. 3apa)KCHHE IMPOUCXOMUT PECIUPATOPHBIM M KOHTAKTHBIM CIIOCOOOM, a TaKke
BO3MOXXEH aJIMMEHTApHBIN MyTh. Takum 00pa3oM, IUTOMETATNS MOXET OBITh HE TOJHKO BHYTPHYTPOOHBIM, HO U
MpUOOpeTEHHBIM 3a00JIEBaHNEM Ha Pa3HbBIX dTanax JeTe U B3POCIBIX.

KnrHandeckoe nposiBieHre ITUTOMETaIMY YeJI0OBeKa BeChMa pa3Hoo0pa3Ho. Y HOBOPOKICHHOTO IIUTOMET IS
yare BCETO MPOSBIIAETCS KEJITYXOH, TPOMOOIIMTOIIEHNIECKOH MypIypoH, remaTocIvIeHOMeralue, THeBMOHHEH 1
o0s3atensHBIM opaxernem LTHC.

CymiecTByI0T iB€ DOPMBI 3a00ICBAHMS:

1. nokansnasn, Npu KOTOPOH MOPaKEHBI TOJBKO CIFOHHBIC JKEJIEe3bl U BHPYC TOJBKO CO CIFOHOHN, OHa MPOTEKAaeT
0EeCCUMITTOMHO Y 3aKaHYUBAETCS TOJTHBIM BBI3JIOPOBICHUEM;



2. 2eHePANU306AHHAs, XAPAKTEPU3YIOIIASICS MOPAKCHUEM MHOTHX BHYTPEHHHMX OPraHOB. JTO pa3JelieHUue YCIOBHO,
TaKk Kak ¥ JIOKaJM30BaHHAs LUTOMETAIHS TIOJ BIUSIHHEM HEOJArONpPUATHBIX (PAKTOPOB, OCITAOIISIONINX
COTIPOTHUBIIEMOCTS OPTaHM3Ma, MOXKET IIPEBPANIATECS B TeHEPATN30BaHHYIO (POpMY.

Mopgonocuyeckue usmenenus B OpraHU3ME TIPU IIUTOMETAIMM HACTOJBKO  CIEIMU(PHYIHBI, YTO

BHPYCOJIOTHYECKOTO IIOATBEPKACHUS HE TpeOyeTcst. OHU COCTOST U3 IByX KOMITOHEHTOB:

1.cnene(n4eckoro THTaHTOKJIETOYHOTO MeTaMopdo3a 3apakeHHBIX BHPYCOM KIETOK- 0Opa3oBaHHE ITUTOMETAJIOB,
HMMEIOIINX BUJ «COBHHOTO TIIa3a

2. mMdonTHOTHCTHONIHTAPHAS HHPUIBTPAINA CTPOMEI OPTaHOB.

B Jerkux Hapsamy ¢ OUTOMETaIHMYeCKHM MeTaMOp(o30M KIIETOK AIHTENHS BHYTPHICTOYHBIX OpOHXOB,

OpOHXHOJI, OOHAPYKUBACTCS MEPUOPOHXUT U 0YArOBasi UHTEPCTUIINATIbHAS THCBMOHUSL.

B moukax mnUTOMEraimdeckoMy MeTamMop(o3y TMOABEpracTcs OJIHUTEINN HW3BUTHIX KaHAJIBIEB, pPEKE

SHAOTEIUH KaMMUIIPOB KITyOOUYKOB M 3MUTEIUI KaICyJIbl U KIIyOOUKOB.

B meueHu KapTHHA TOJOCTPOro TEMATHTA C MMUTOMETATHICCKIM MeTaMOp(030M IMUTEIUS JKEITIHBIX MyTeH,

PEKe PHIOTENUS KAMWLIIPOB U CIIe PEKE TeNaTOIUTOB. BHYTPUIOIBKOBEIA U MOPTAIbHBIN (PHOPO3 B 3aBHCUMOCTH

OT CTEICHH MPECTABISIIOT COOO0M HAYMHAFOIIUICS WK BRIPAKCHHBIN ITUPPO3, YTO yKa3hIBACT Ha BHYTPUYTPOOHOE

HOpaskeHHe.

BpoxxnenHas reHepaln3oBaHHAs [TUTOMETalsl, pa3BUBAIOLIASsICS BCJIEICTBUE TPAHCIUIALIGHTAPHOHN mepeaadn

BHpYCa, XapaKTePU3yeTCs, KpOMe IOPaXCHUS BHYTPEHHUX OPraHOB, BOBJICUYSHUEM B IPOIIECC TOJIOBHOTO MO3Ta.

lenepamm3anys WHPEKIMHA HA paHHUX CTAIMAX Pa3BHTHUS IUIOJA MPUBOIUT K IMOPAKCHUIO MHOTHX OPraHOB

(IHC), BpoXaeHHBIM IOpOKaM M JOBOJFHO YacTO 3aKaHYMBACTCSA THOENBI0 IUIONA WM HOBOPOXKACHHOTO.

l'eHepanm3anms mporecca Ha TO3OHUX CTAIUSX BHYTPHYTPOOHOTO Pa3BHTHS HE HApYyIIAeT CTPOCHHUS OPTaHOB, a

MPOSIBIIICTCS. B TIOCTHATAIEHOM IIEPHOJIE KEITYXOH, TremaToCIUICHOMETaliield, TpPOMOOIUTOIICHHYECKON My PITypoii,

nopaxenuem [JHC u nmHeBMOHHEH.

[IpnoOpereHHas TeHepalIM30BaHHAs LUTOMETalusi Yy TpPYIOHBIX JIeTell OTIMYaeTcss OT BPOXKIECHHOM

OTCYTCTBUEM MOPAKEHUS TOJIOBHOTO MO3Ta.

Bpo:xnennstii cupuauc. Bo MHOTMX cTpaHax B MOCJIEAHHE TOJBI 3a00JI€BAEMOCTh CU(HIMCOM OCTaeTCs
JIOBOJIBHO BBICOKOH, @ B HEKOTOPBIX JJaXKe HApPacTaeT.

3apakeHHE IUIOAa HACTYNACT TOJBKO OT OONbHOW MaTepH. TpernoHEeMBl TeMaTOr€HHO Yepe3 SIUTENni
BOPCHHOK MOCTYTIAIOT B ITyTIOYHYIO BEHY U 3aTE€M IOPAXKAIOT IUI0]] Oe3 CyIIeCTBEHHBIX N3MEHEHNH B mutarenTe. [1pu
HEJICYCHHOM cH(MINCEe MaTepy MOpaKeHHE IUI0Ja HACTyHaeT OYeHb 4acTo. IIpm HecKolbknx OepeMEeHHOCTAX y
HEJICYCHOHW JKEHIIMHBI MOXET OBITh Takas MOCIJIEIOBATEIBHOCTh: BBIKHIBIII MAalepPUPOBAHHOTO IUIONA, 3aTEM
MEpTBOPOKACHHE, TIPH CIEAYIONEH OepeMEHHOCTH POX/ICHNE HEOHOIECHHOTO MM OOJIbHOTO peOeHKa M, HaKOHETl,
pebeHKa, Ka)KyIerocs 3JJ0pOBbIM, Y KOTOPOTO BPOK/ACHHBINH CH(UIIUC MOSBUTCS TTO3/IHEE.

IIpu cBexxeM 3apakeHMH OEpeMEHHON XapakTep MOPaXKEHHs 3aBUCHT OT CPOKOB HMHuIMpoBaHus. Ilpu
3apaXeHHM HE3aJ0aro 10 OepeMEHHOCTH U B MEpBbIE MeECAlbl OEPEeMEHHOCTH HACTyNaeT OOBIYHO
CaMOIIPOM3BOJIBHBIN BBIKUABIII, NPH 3apakeHHH Ha 4-5 Mecdle MOTYT HACTYHHTh HPEXICBPEMEHHbBIE POJBI
MEpPTBOTO IJIOAa, NpH HHOUIMPOBaHWM Ha 6-7 Mecsue poxAaeTcs PEeOCHOK C aKTUBHBIMH IPOSIBICHUSMH
BpoxkaeHHOro cudminca. [Ipu nmopaxxenuu B nociennue 4-6 Henellb OEPEMEHHOCTH BHYTPHYTPOOHOTO 3apaskeHHUs
MOXET HE HaCTyNUTh, HO peOCHOK 3apaXkaeTcsl P MPOXOKACHUN Yepe3 POJOBBIE ITyTH.

[To cBOMM KIMHUYECKUM MPOSIBICHUSIM BPOKACHHBIH CH(MINC AETUTCS HA cleylomue (GOopMBbL:

1. cuduuc mwiona;

2.cudmImc rpyIHOTO peOCHKa;

3.cu}pUINC paHHETO IETCKOTO BO3PacTa;

4.1031HUH BPOXKACHHBIN cuHIIIC.

1. Cugpunuc nnooa — TsKenoe CUPUINIESCKOE MOPAKEHUE TUIOAA, IPUBOIAIIEE K €0 THOCIH. 3aKaHIUBACTCS
MPEXKICBPEMEHHBIMU POJIJAMH MAIIEPHPOBAHHOIO TUIOJIA C XapaKTEPHBIMU MOP(HOIIOTUICCKUMHI H3MEHCHHSMU.

2. Cugunuc oemeii 2pyonozo eo3pacma — (paHHUH BPOXIACHHBIA cupuanc). M3 00MMX NPOSIBICHHIMA
KIIMHUYECKH OTMeYaeTcs Hu3kas mMacca tena (qacto meHee 3000r), pebeHOK OECITOKOeH, MII0X0 eCcT. XapaKTePHBIMHU
SBIISTIOTCSI pa3BUTHE CHMWINYECKOH My3bIpdaTku, W Auddy3HOro yrioTHeHHs Koxu. I[ly3slpuaTka B TeueHHe
MIEPBBIX HEAEb. DJIEMEHTHI CHIITU MPEICTABIIOT COO0H My3bIpH, TuaMeTpoM 3-10 MM., HaIOTHEHHBIE CEPO3HBIM U
TeMOPpParn4eckuM COAECPKUMBIM, UIMEIOT HH(PHUIBTPATUBHOE OCHOBAHHE.

YacTeIM MPOSBICHHEM BPOKICHHOTO cupmimca sABisercs auddy3Hoe ymioTHEHHE KOXH — HHOWIBTPAINS
T'ox3uHrepa, koropas Bcrpeuaercst y 60-65% OosbHbIX neteid. [losBiseTcs oHa 0OBIYHO K KOHIYy BTOPOTO Mecsa
KU3HN peOeHka. Yaime BO3HMKAaeT Ha JaJOHSX, HOAOIIBAaX, JMIE, Aroaunax M Oeapax. OcoOeHHO XapakTepHa
nHuIbTpanys B obnacti noaodoopoaka u ryd. PazBuBaercs ymiomeHne ¥ OTEYHOCTh I'y0, CIM3UCTasi HANpsDKEHA,
MOKpHITa TTyOOKMMHU TpELIMHAMH, B yIJaX pTa BO3HHUKAIOT M3bsA3BIeHUs. Ilociie 3aKMBIEHHS OKOJIO YIJIOB pTa
JUIMTEJIBHO COXpaHsIoTcs pyousl. (pyousl PoouHcona-@ypHbe) Kak ciel nepeHeceHHoro cudumca. OTMeyaroTces
YBEJIMYCHUE NIEUYCHHU CEJIe3€HKH, Pa3BUTHE T'YMMO3HO! IMTHEBMOHMH, HeppozoredpuThl. Y 70% O0IbHBIX BO3HUKAIOT



TCHEpAIM30BaHHAA HI/IM(l)a,I[CHOHaTI/Iﬂ, CI/I(bI/IJ'II/ITI/I‘-IeCKI/II‘/'I OCTCOXOHOPHUT C HM30BITOYHBIM OTJI0KCHHEM U3BECTH B
XPpAMICBBIX KICTKaX, IEPUOCTUTHI.

3.Cucpunuc pannezo odemckozo eo3pacma (1-4 ner). XapakTepHO pasBUTHE KpPYNHBIX TAMYJIC3HBIX
JJIEMEHTOB, KOTOPBIE MOTYT CJIMBAThCA, 00pa3ys MOKHYLIME S5PO3HMH. OJIEMEHTBH CHIM JIOKAJIH3YIOTCS Ha
KOHEYHOCTSIX, STOAUIAX, MOJIOBBIX OpraHax, BOKPYT 3aJHEro IpoxoJa o00pa3yloTcs MIMPOKHE KOHAWIOMBIL. MHorna
Pa3BUBAIOTCA MEHHUHTHT, ruapornedanus, SMUICNTHGOPMHBIE MPUIAAKH, OPXHT, XOPHUOPETHUHUT, aTpPOQHs
3pUTEIBHOTO HEPBa.

4.ITo30nuii 8poscoennstii cugpunuc. 3ta popma 0OBIYHO BOZHHUKACT y JETEH B Bo3pacte oT 8 mo 14 jer, maus
Hee XapakTepHa Tpuaaa [ eTynHCcoHa:
1) mapeHXMMAaTO3HEIN KepaTut, 2) TUcTpodus 3y0oB, 3) TaOHPUHTHAS TITyXOTa.
3y0bl ['eTunHCOHA- 00a BEpXHHX MEIHAIbHBIX pe3la Cy>KeHbI M CJerka 3aKpyrJeHbl, UMEIOT (OpMYy OTBEPTKH C
LIMPOKOM MIEHKOM U y3KOU PEKYIIUM KPaeM, 4acTo ¢ IOIYJyHHOH BBIEMKOM.

Toxkcomna3Mo3- XpOHHUYECKOE IapasuTapHOE 3a00NeBaHUE, SBISIETCS 300aHTPOINOHO3HON HHQEKIHEH.
Tokcorula3mMa OTHOCHTCS K THITy HPOCTEHIINX, Pa3MHOXKAETCS BHYTPHUKIETOYHO, MyTEM JIENICHUS, BHE KIIETOK
MapasuThl MOTYT HAXOAUTCSA HEIPOJODKUTENbHOE BpeMs. KIIeTKH 3amoHeHs! JOYepHIMHU OCOOSAME- SHIOLUTAMH,
MONYYMJIM Ha3BaHUE IICEBAOLMCT. I[ICEBIOLMCTBI BCTPEYAlOTCS B OCTPOH CTaguM 3a00JeBaHMA Hapsdy C
BHEKJICTOYHO DPACHPOCTPaHEHHBIMU MapasuTaMH. TOKCOIUIa3Mbl OOpa3yloTCs M HCTHHHBIE LHCTBI, HMEIOIINE
COOCTBEHHYIO IByKJICTOUHYIO 000JI0UKYy. B IucTax TOKCOIIa3MbI- IHCTO30THl MOTYT COXPAHATHCSA BEPYICHTHBIMHU
MHOTHE TO/IBL.

TokcoruiazMo3 MHUPOKO PacTpOCTPaHEH CPEIH HACEIEHUsI BCEX CTpaH, perucrpupyercs oT 6 1o 90% iwm,
3apa)KCHHBIX TAKCOIUIa3MO30M. B pa3HbIX paifoHax cTpaHbl HHPUIIMPOBAHHBIE TOKCOIIA3MO30M JIOJH COCTABIISIOT
or 5 1o 50 % naceneHusa. OIHAKO KIMHWYECKUE TIPOSBICHHS 3a00JI€BaHUS OTMEYAIOTCS y HEOOJBIIOro 4ucia
MH(UIMPOBAHHBIX.

Hctounukom I/IH(beKIII/II/I JJIA 4YCJIOBCKA SABJIAIOTCA JOMAIIHHUC W JUKHC >XUBOTHBIC, OCO6eHHO KOIIKKW H
cobaku. Bo30yaurens MOXKeT MPOHUKATh B OPraHU3M UYeJIOBEKa Yepe3 HEMOBPEKICHHBIE CIIM3UCTBIE 00O0IOUKH W
MOBPEXICHHYIO KOXYy. OCHOBHBIM CYMTAaeTCA AlIMMEHTApHBI NyTh 3apakeHUs NpPH YHNOTPEONEHHUH B IHIILY
HEJJOCTATOYHO TEPMHUYECKH O0Opa0OTaHHOTO MscCa, MOJIOKA, CHIPbIX sull. [lomaBmme B OIKEIYZOK IHCTHI
PacCTBOPAIOTCA, OCBO60[[I/IBIHI/IGCSI napasvuThbl IPOHUKAIOT B J'II/IM(baTI/ILIeCKI/Ie 1 KPOBCHOCHBLIC ITYTH. He uckmarogaercs
3apaXeHHE OT OOJBHOIO dYeNoBEeKa duepe3 CioHy. JlokazaH TpaHCIUIALEHTAPHBIM ITyTh 3apakeHHs IIOAA OT
MH(UIIMPOBAaHHON MaTepH.

Ilamozenes. ycraHOBICHO, YTO 3a00JE€BaHHWE NPOTEKAET IMKIMYECKH W B Pa3sBUTUH OOJE3HHM MOXKHO
BeIIETUTh Tpu (aszpl. [lomaB B opraHum3M TOKCOIUIa3MBI B TEpBOi (a3e- Mapa3sMTHYECKOH, IOCTYNaloT B
perroHapHbIe TMMpaTHIeCKne Y3iIbl, TaM Pa3MHOXKAIOTCS ¥ IPOHUKAIOT B KpOBeHOCHOE pycio. [To mumdarnyecknm
M KPOBCHOCHBIM COCYJlaM I1apa3uThl MOTYT PacHpOCTpPaHAThCS 10 OpraHaM W TKaHAM. Bo BTopoii ¢ase Oone3Hn
TOKCOIUIa3Mbl (DUKCHPYIOTCS B BHCLEPIBHBIX OpPraHaX M BBI3BIBAIOT B HUX BOCHAIUTENbHBIE HM3MEHEHUS
IBTEPaTUBHO-IIPONIN(EPaTUBHOTO XapakTepa. B 3TOT mepuon B opraHusMe BhIpadaThIBacTCs W HAaKaIJIMBACTCS
AHTUTEJIA, CTAHOBATCS MOJIOKUTCIBHBIMH CEPOJIOTMYECKUEC PEAKIINHN. Bce aTo MMPOUCXOAUT HA NPOTIKECHUU TIEPBBIX
3-4 wenens. B Tperheil (hasze TOKCOMIA3Mbl O0OpPa3yrOT B TKAHSX HMCTHHHBIC LUCTHI, BOCHATHTEIbHAS PEAKIIUS
MCYe3aeT, Oyark HeKpo3a MOABEPraroTCsl OPraHU3aluK WM 0OBI3BECTBIICHHIO.

Pa3nuuaroT TOKCOIIa3MO3 npuobpemennsiil u 6podicoeniviil. [IprodpeTeHHON (opMOoii 00ICIOT B3pOCIbIC U
JIETH CTaplIero BO3pacTa, BPOXKACHHBIH TOKCOIIa3MO3 BCTPEYAETCs Yy IUIONOB, HOBOPOXKIEHHBIX NETEil MepBhIX
MECSIIEB U JIET )KU3HHU.

Bo3HHKHOBEHHE BPOXKIECHHOTO TOKCOIUIa3M03a OOYCIIOBIEHO CHOCOOHOCTBIO TOKCOIUIa3M IPOHHUKAThH Yepe3
IUTAllEHTapHbIN Oaprep. 3apakeHHe TOKCOIUIa3MaMH B IepBbIe 2 Mecsna 0epeMEeHHOCTH HMPUBOJIUT K €ro THOeTH u
abopTy WIM POXKAECHHUIO peOeHKa C TKEIBIMH ITOPOKAaMH Pa3BUTHSI OPTAHOB M CHCTEM, YacTO HECOBMECTHMBIX C
*u3Hbl0. [Ipyn nHQUUMpoBaHMK B Oojiee MO3JHHE CPOKM OEpEeMEHHOCTH B 3aBUCHMOCTH OT INEPUOJA 3apaKeHHs
IUIO/Ia PA3IMYAIOT TPH OCHOBHBIX ()OPMBI 3200JI€BaHUSI WIIM TPHU (POPMBI TOKCOIUIA3MO3HBIX (heTONATHH.

[TepBast popma BpOXKIEHHOTO TOKCOIIa3MO03a BO3HUKAET NP MHQUIIMPOBAHNH IIJIOAA B IIEPHOJ OT Havajia 9-
i 1o 28 Henens GepeMeHHOCTH. PeOEHOK pokaaeTcs ¢ OCTaTOYHBIMU SIBJICHUSIMU BHYTPHUYTPOOHO IPOTEKAaBIIEro
MEHUHrodHIEe(annTa, 3aJepKKoi (HOPMUPOBaHUsSI TOJOBHOrO Mo3ra. Mopdonorndecku OoJblIMe MONyLIApHs
YMEHbILIEHbI, M3BWIMHBI HeJ0pa3BUTh. Macca Mo3ra B 2-3 pa3a MeHbllle HOPMBL. B BelecTBe mojylapuii
O6Hapy)KI/IBaIOTC$I CAVMHNYHBIC WM MHOXCCTBCHHBIC KHCTHI pa3quH0171 BCJIMYUHBI. COXpaHI/IBHIaHCH TKaHb MO3ra
VIUIOIIEHA 3a CUeT IJIMO03a, JKENTOBATOro mBeTa. JKenyJo4kd YMEpPEeHHO pacUIMPeHbI, MSTKHEe O0OJIOUYKHM MO3ra
CKJIEPO3HUPOBAHHBI.

IMpu uHpuumpoBanun B nepuox ¢ 29 Hexenan OEPEMEHHOCTH A0 POJOB pa3BUBaeTCs BTOpas ¢opma
3a0oseBaHus. Y HOBOPOXKACHHOIO HAOJIIOIaeTCsl KAPTHHA MEHWHrodHIehanuTa. B rolnoBHOM MO3re HMEIOTCS 0uaru
HEKpO3a paBHI/I‘IHOI\/’I JIOKaJIM3anuun, y9aCcTKnu O0OBI3BECTBIIEHUS U BBIPAXXCHHBIC SABJICHUA MMPOAYKTUBHOI'O BOCIIAJICHUA
B BEIIECTBE MO3ra W MO3TOBEIX 0Ooyoukax. Ouarn HeKpo3a MOTYT OBITh pa3iIM4YHON MaBHOCTH. BOmm3m ouaros
HEKpO3a MOXXHO OOHAapy>KUTh ICEBAOLMCTHI U CBOOOJHO JIeKallle TOKCOIuIa3Mbl. BocnanmrenbHble HHOHILTPHI
COCTOSIT M3 MOHOLIUTAPHBIX TMM(OUIHBIX KJIETOK C MPUMECHIO TIIa3MOLIUTOB ¥ S03NHO(HIIOB.



Tpetbst hopma BpOKIESHHOTO TOKCOILUIA3MO3a BO3HUKAET MPH 3aPAKESHUH HE33/I0JIT0 10 POJOB WIIK BO BpeMs
pomoB. Y pebeHKa IUATHOCTHPYIOT HWHQPEKIMOHHOE 3a00JieBaHWE, AHAIOTHMYHOE OCTPOMY HPHOOPETCHHOMY
TOKCOIUIa3MO3y Yy JeTell crapliero BO3pacTa, HO C OCOOCHHOCTSMH CHMIITOMOB 3a0O0JIeBaHUs, KOTOpbIE
OTPEJICTIIIOTCSl  BO3PACTHOM  peakTUBHOCThIO. HalOnomaeTcs mMOpakeHHE TOJIOBHOTO MO3ra TIemaro- H
CIUICHOMETAJIMs, S3BCHHBIC TOPAKCHUS  KUIICYHWKA, MHOKAPAWT, WHTCPCTUIMANbHAS [HEBMOHHUA. B
MAPECHXMMATO3HBIX ~OpraHaxX BBUIIBIIACTCS HEKPO3bI, oOdYaroBas wWwid JUQPy3Has TUMOOTUCTHOIMTAPHAS
UHQWIBTPAIUS C TPUMECHIO 03HHO(HIIOB.

V1. KoHTpOJIbHBIE BOIPOCH! TEMBI !

[Nepuoan3zanys kuMaToreHesa

OCHOBHBIE 3aKOHOMEPHOCTH MATOJIOTHH BHY TPHYTPOOHOTO Meproia
I'ameronaTuu, kpatkas Mopdosioruyeckas XxapaKTepuCTHKa

OCHOBHBIE  TOPOKM  pa3BUTUS  CEPJEYHO-COCYIUCTOW,  HEPBHOW,  IHIIEBAPUTEIBHON,
MOYEBBIICIIUTENBHOM, IOJIOBOY CUCTEM.

WudexunoHHbIi GeTonaTuu: BposKASHHbIH cuHIIc

WudexunoHHbIi GeTonaTnu: BposKASHHbIH TOKCOIIa3M03

WudekuuoHHbIi GeTonaTuu: BposKASHHbIH JINCTEPUO3

. VHbexunoHHbIH (eTonaThu: BpOXKICHHAs IUTOMETAIOBUPYCHAs HHPEKIU
10. HeuHdexkunoHHbIe GpeTonaTnn

abrwn

© N>

VIl. KoHTpOJIbHBIE TECTHI:
1. JTaiiTe xapaKTepUCTHUKY TepHOa OJIaCTONATHIA:

a)orpeeneHue
0) c 4eM CBsI3aHO IMOSIBJICHUE TBOMHUKOBBIX YPOJACTB?
B) KaKOBBI IPHYHMHBI OJacTonaTuii?
1...2...3...4...5...6...7..8..9...
T') KaKie 0003HaYCHNS BBl 3HACTE 3aBUCUMHOCTH OT JIOKAJM3ALUH CPAICHUS?
1...2..3...
J1) ato obpasyetcs u3 Tpodobdaacra?
1...2..3...
2. HazoBute BpOXICHHBIE IOPOKH PA3BUTHUS ITOUYEK
1..2..3..4..5...6...7...
3. W3 xakux mMOpoKOB cOCTOUT TeTpaaa Dammo?
1...2..3...
4. [laiiTe mepeyeHb MOPOKOB MOUYEBBIBOISIINX ITyTEH?
1...2...3...4...5...6... wumnonoBeix opranos 7...8...9...10...
5. JlaiiTe XxapakTepUCTUKY (eTOnaTHii:
A) Kakoii IepHo]] OXBaTHIBIOT
B) nHazoBute ocobennocTu peronarnit 1...2...
B) xak gensarcs ¢peronarun
1...2..3..4...
I') nmytn nauIMpOBaHus 1WI01a
1...2..3...
6. Kakue nopoku OpraHoB NHIIEBapEeHHs Pa3IniaroT ?
7. A) B KakuX opraHax 4amie HaOJII0Aar0TCs aTpe3ust U CTEHO3HI ?
1..2..3..4.5..6...

B) x ueMmy MOXeT IPUBECTH YIABOSHHE OTACIBHBIX yIAaCTKOB KUIIEYHUKA?



o

1...2...3..4...

8. HazoBuTe BpOKICHHBIC TIOPOKHU CEP/La ¢ HApyIICHUEM JCJICHUS apTePHAILHOTO CTBOJIA
1...2...3...4...5...6...

9. HazoBwure npu3Haku nerragsl Pamio
1...2...3..4...5...

10. Ha3soBuTe OCHOBHBIC, HANOOJIEE TSKEIIBIC BUABI BPOXKACHHBIX mopokos [THC

1..2..3..4..5...6...7...8..9...

VIII. 3apaun
3amaya 1. Ha BckpeIiTHH Tpyna peOeHKa B JIETKHX KapTHHA CIIMBHOM KPYITHOOYAroBOi
THEBMOHUH. [IpH THCTOIOrMYECKOM UCCIIEI0BAaHNY B SIIUTEINU CIIOHHBIX KeJe3 U Tpaxeu,
BOKPYT SAIEP YBEIMICHHBIX UTEIHAIBHBIX KIETOK HMECTCS IPOCBETIICHHE (KIETKU
HAITOMUHAIOIINE «TJIa3 COBBI»)
1. Kaxkoii 6one3Hbro cTpagan 00JBHOMN?
2. UYewm BbI3BIBacTCA 3Ta OOJIC3HB?
3. Kakomy neprony mioja cooTBeTcTByeT?
Ortger: 1. BpoxneHHast IUTOMETaJOBUpYCHast HHPEKIHS
2. Bupyc uuromeraiauu (rpynra reprecBUpycoB)
3. [lepuon eroreHesa

3amada 2. Ha BCKpBITHH Yy TUTOAa 00OHAPYKEHO YMEHBIIICHHE TOJIOBHOTO MO3Tra B 00beMe U Macce.
OIHOBpEMEHHO OTMEUYAIOCh YMEHBIIICHNE YePEHO KOPOOKH, YTOINIICHHE KOCTEH deperna

1. HazBanue mopoka

2.TlaTomoruei Kakoro mepruoa siBIsAETCs?

OTBeTHI:
1. Muxkpouedanus
2. DmOpuorenes

IX. Jluteparypa.
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