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CIIUCOK COKPAILIEHUM

BI'KII — BpoxxieHHas runepruiazus KOpbl HAAMOYEYHUKOB
BJIKII — BpoxkneHHast TucyHKIIMS KOPbI HAIMOYECYHUKOB
3I'T — 3amecTuTeNnbHAs TOPMOHAJIBHAS TEPAIINS

HIIP — HapymieHue nosoBoro pasBuTus

HO®II — napymenne popmupoBaHus mosna



BBEJEHUE

Tepmunbl «Hapymenue mnonooro pasutus» (HIIP, disorders of sex
development, DSD) nnu «Hapyienue noiaoBoi 1udpepeHnpoBKu», «HAPYIICHHE
dbopMupoBaHus Moja» B HACTOSIIEE BpeMsl CUMTAIOTCS OoJiee MPaBUWIbHBIMU, YeM
TEPMUHBI «HEOTpe/IeTICHHbIE TEHUTAIIUNY, «TceBaorepMadppoIUTUIMY,
«repMadpoIuTU3IMY, «MHTEPCEKCYaTbHHBIE TEHUTAINNY, «UHBEpcHs moiiay. OHU
UCIIOJIB3YIOTCS I 0003HAUCHUSI TE€X «BPOKJACHHBIX HAPYIIEHUN, MPU KOTOPHIX
XpOMOCOMHOE, TOHAQ/IHOE€ WJIM aHAaTOMHUYECKOE pa3BUTHUE aTUMUYHO». Cuurtaercs,
YTO paHee yMNoTpeOJsSBIIMECS TEPMUHBI BOCHPHUHUMAIOTCS KaK MOTCHI[MATBHO
YHUYMKUTEIbHBIC [0 TAIMEHTOB M MOTYT BBECTH B 3a0Jy’)KJI€HHE Bpauei u
poauteneii [1, 7].

HIIP BcTpeuaroTcsa ¢ yactoroi 1 cinyuaid Ha 4500 XKMBOPOXKAEHHBIX JETEH.
BpoxnenHas auchyHKIUS HaJITI0YEYHUKOB ABJISIETCSA Haubosee
pacrpocTpaHeHHON npuunHOW. CMENIaHHasi AUCTEHE3Usl TOHAJ SIBJIETCS BTOPOMU
Haubonee pacrnpoctpaneHHoil npuuuHoit HITP. HIIP BeisBrstoT y 50 % nereit ¢
TUIIOCTIAINEN U OJJTHOCTOPOHHUM WJIM JIBYCTOPOHHUM KpunTopxusmom [3,11].

JInms npumepno y 20 % nereit, umeromux HIIP, onpenensitor KOHKpETHBIN
reHeTHYECKHM TedeKT. Y OOIBITMHCTBA HOBOPOXKIACHHBIX, UMEIOIIUX HOPMaTbHBIN
HaOop xpomocoMm (46,XX) W TIpuU3HAKH BUPUIW3AIUH, OOHAPYKUBAIOTCS
nposienenus BI'KH. C npyroii cTopoHbI, TOJBKO Yy IMOJOBUHBI JE€TEH, UMEIOIINUX
46,XY wu npumsnaku HIIP, Oymer ycraHoBiIeH OKOHYAaTeNbHBIA AuarHos. Ilo
HaremMy yOeXIeHHUI0, Bpay, CTAIKUBAIOIIHUICS C EThbMHU, UMEIONTUMHU HAPYIICHHUS
MOJIOBOTO Pa3BUTHS, JTOJDKEH OTYETIUBO MPEJCTABIATH ce0e OCHOBHBIC ATaIlbI
smOpuoreHe3a. B manHoit pabore mpemocTtaBieHa 0osee moapoOHas HHGOpMaIs,
CBS3aHHAsI C Pa3BUTHUEM PENPOJYKTUBHOM CHUCTEMbI B SMOpUOreHe3e U

HapyLICHUSIMU MOJIOBOTO Pa3BUTHUSA Y HOBOPOXKJICHHBIX [8, 12].



IMPUYUHBI HAPYIHIEHUSI ®OPMUPOBAHUS ITOJIA

Hapymenune ¢opmupoBanus moja — COCTOSHHE, CBSI3aHHOE C KIMHHUKO-
OMOXMMHUYCCKUM MPOSBICHUEM HECOOTBETCTBUS MEKy TCHETHUECKUM, TOHATHBIM
1 (EHOTHNHMYECKUM TIOJIOM peOeHKa. TpaaulnoHHO JUIsl ONMWCAHUS JaHHOTO
COCTOSTHUS UCTIONIB3YETCS TEPMHUH «TepMapOIuTH3IM Y.

B Owonornu mon repmMadpoIUTU3MOM TOHMMAIOT OJHOBPEMECHHOE WIIH
MOCJIC/IOBATCIBHOE HAJMYMEe MYKCKUX U IKEHCKHX IIOJIOBBIX TIPU3HAKOB M
PENPOAYKTUBHBIX OPraHoOB Y  pa3Je/IbHONOJBIX OpPraHu3MoB. PasnmuyaroT
CCTCCTBCHHBIM repMadpOJUTHU3M, TPUCYIIMH pa3IMYHBIM BHUJAM J>KHBOTHBIX H
pacTeHUi, U aHOMAJIbHBIN (TIATOJIOTHYECKHI) TepMadpOUTH3M, BCTPEUYAFOIIHICS
y PpPa3ACiIbHOMOJIBIX JKHBOTHBIX. TEpMHUH «repMadpOIUTU3MY IPOM3OIICT OT
CIMSIHUSL IMEH JIBYX Tpeueckux 0oroB — I'epmec (Hermes, 60r My»CKOW CHIIBI U
CEKCYaJIbHOCTU — COCTaBHOM 4YacTU ero OO0KEeCTBEHHBIX KauecTB) U Adpoauta
(Afrodite, GoruHS >XKEHCKOW KpacOThl, JIIOOBH W CEKCYaJlbHOCTH). Tak Kak MpH
POXJIEHUU peOEHKa C HEMpPaBWJIBHBIM CTPOCHHEM HapYHBIX IOJIOBBIX OPraHOB
MOJIOBYIO TMPUHAJICKHOCTh 0€3 MOMOJHUTEIbHBIX HCCIEIOBAHUN OIPEIEIHUTh
CIOXHO, ATOT TEPMHH TakK)Xe CTald TMPUMEHATHh [UIsl OINUCAHHS JIaHHOTO
KIMHUYECKOTO COCTOSIHMSI B MEIMIIMHE, TIOJYEPKUBas HEOIPEIACIICHHOCTb,
JIBOMCTBEHHOCTH noJia. [Tpu KJ1accupuKaIuu repmadpoauTHIMa
OPUEHTUPOBAIUCh HAa KAPUOTHUN TMalMeHTa: mpu Kapuotune 46XX cocTosHHE
pacIeHUBAJIOCh KaK >KEHCKUW repmadpoauTusm, mpu kapuotune 46XY — kak
MYKCKOW repmadpoauTu3M, TpH OOHAPY>KEHWH TOHAJ 000ero moja y OJHOTO
MarMeHTa — Kak HWCTHHHBIA TepMmadpoautusM. OIHAKO B TOCIETHEE BpeMs
JaHHas KiaccuuKaIus mepecraina yaoBICTBOPATh KaK MAllMeHTOB, TaK U Bpadeu
[2-5].

C omHOI CTOPOHBI, aKTHBHOE WCIIOJIL30BAHUE TEPMUHA «TepMadPOTUTHZM
BHE MEIUIIMHCKUX KPYTOB MPHUBEJIO K HAPYIICHUIO KOHPUICHINATBHOCTH OOJIC3HU
MarMeHTa ¥ YacThIM HEMPaBWIHHBIM HMHTEPIIPETANMSIM JHArHO3a B OKPYKCHHH

nanueHTa. Poxxnenne peOeHKa ¢ HEMPaBUIIbHBIM CTPOCHUEM HapYXHBIX MOJIOBBIX



OpraHOB SIBIISIETCS TSKEJBIM TCHUXOJIOTMYECKUM CTPECCOM JIi CEMbU MaJbllla,
HEen30€KHO BIIeYET 3a Cco0O couuangbHble MPOOJEMbI I POACTBEHHUKOB, U
CYIIECTBYIOI[Ass  TEPMHUHOJOTHUS  JAHHOTO  COCTOSIHUA  (repMadpOoaUTHU3M,
repmMadpoauT), TOIBKO YCYTYOIseT MCUX0JIOoTHYeCcKuil fuckoM@opt B cembe [ 1, 2].
C npyroil CTOpOHBI, NOCIE TOrO0 KaK MEXaHU3Mbl Pa3BUTHS TE€X WIM HHBIX
3a00J1eBaHUIl TOYHO YCTAHOBJIEHbl U COBPEMEHHBIE BO3MOKHOCTH YTOUHSIOIIEH
JUArHOCTUKU TO3BOJIAIOT YCTAHABIMBATh HO30JIOTMYECKHI JMAarHo3, BO3HHUKJIA
HEOOXOJIMMOCTh M3MEHEHHUs Kiaccu(uKanuu ais 0ojee MOITHOro OTOOpaMeHUs
IPUPOJbI BOZHUKIIETO COCTOSIHUSA [3, 4].

B cBsa3u ¢ atum B 2006 1. Ha OpraHU30BaHHON COBMECTHO EBporeickum u
AMepUKaHCKUM  00IlecCTBAaMH  JETCKUX  SHIOKPUHOJOTOB  MEXyHapOIHOM
KOH(EpEHIH, TTOCBIIICHHON Mpo0jeMaM HapyIIEeHUN MOJIOBOTO Pa3BUTHS, ObLIH
NEPEeCMOTPEHbl  paHee CYIIEeCTBOBABIIME TOJOXKeHHs. Pabora sKcrepToB
3aBepIINIAch IPUHATHEM KOHCEHCyca II0 IEPECMOTPY TEPMHUHOJIOTHMU W
ki1accudukamuu repmadponutuzMa [5-7]. IlpennoxeHo 3aMeHUTh Kak cam
TEPMUH «repMadpoOIUTH3M», 3BYYALUN OCKOPOMTENBHO JI1 HAllMeHTOB, TaK U
YKa3aHUE B JIMArHO3€ IMOJIOBOM MPHHAJICKHOCTH, T.€. MYXCKOM WM >KEHCKHU

repmadpoauT3M. PekoMeH10BaHO Hcmoib30oBaHue TepMuHa «sex differentiation

disorder» (SDD), B pycckoM BapuaHTe — «HapylieHuE (POPMUPOBAHUS TOJIA»
(H®I).
Takum o6pazom, HOII — 3T0 BpoXIEHHOE COCTOSHHE, O0YCIOBICHHOE

XPOMOCOMHBIM, TOHAJHBIM WU COMAaTHYECKUM HapylIeHHEeM (HOPMHUPOBAHUS
noa.

B MOMEHT OmiaoI0TBOpPEHHUS OMpPEAENSIETCS T€HETUYECKHM TMOJ 3apojbliia
(Habop TMONOBBIX XPOMOCOM B 3UTOTE). [ eHEeTHYEeCKHuH TON TpenomnpeneseT
CTaHOBJIEHHE TOHATHOTO Moa ((HOPMHUPOBAHNE MYKCKHUX JIMOO KEHCKHUX TOJIOBBIX
xkene3). B cBoro odepenb, TOHAmHBIA 107 OOYCIIOBIMBACT CTAHOBIICHHE
deHotunuueckoro mnona ((popMupoBaHHE TMOJOBBIX MPOTOKOB U HAPYKHBIX

MIOJIOBBIX OPTraHOB M0 MYXCKOMY JIUOO MO KEHCKOMY THITY).



[lonoBas nmuddepeHIUpoBKa MOXKET HapylmlaThCs Ha JIIOOOM 3Tare.
[Ipuunnbl HapymeHuss nosioBod auddepenuuposkn no H. JlaBuny (1999)
MPEICTABIIEHBI CIETYIOIIMM 00pa3oM.

A. IlpnunHbI HapylIeHHU reHeTndeckoro nojua [9, 10]

1. M3mMeHeHus 4Mcia WM CTPYKTYpbl MOJIOBBIX XpoMocoM. Hampumep,
KJIaccuueckue BapuaHThl cuHapoMa Kiaitnbensrepa (xapuotun 47,XXY) u
cugapoma  IlepemeBckoro—TepHepa (xkapuotunn  45,X) 00YCJIOBJICHBI
HEPACXOKJIECHUEM IIOJIOBBIX XpPOMOCOM B MeWo3e npu ramerorene3e. CUHIPOM
[epemeBckoro—TepHepa Takxke MOXKET ObITh O0YCIOBJIEH JIeNelue oHOM U3 X-
xpoMocoM (Harpumep, 46,X).

2. Mozaunusm 1o mnosnoBbiM xpomMocoMmaMm (XX/XY). Takoit mo3zaunusm
OOHapyXuBaeTCsi y TpeTH OOJBHBIX C HCTHHHBIM TepMadpoaUTH3MOM
(oBoTectukymnspasiM HIIP).

3. TodeuHble MyTallMi T€HOB HAa XpOMOCOMax (HalpuMep — MyTallid T'eHa
SRY Ha Y-xpomocome).

b. Hapymenus ronaanoro mnoja [10]

1. JuddepeHunpoBka TMOJOBBIX JKeJie3 CIpaBa M CJlieBa IMPOUCXOIUT
He3aBUCHUMO. [I03TOMYy HX THCTOJIOTHYECKOE CTPOCHHE MOXET pas3inydarbcs. B
OJIHOM TIOJIOBOM TSI’K€ MOTYT OJHOBPEMEHHO (OPMHUPOBATHCS pPa3HbIC MOJOBBIC
xene3pl. Hanpumep, nctunHbie repMadpoauThl UMEIOT C 00EHX CTOPOH SIUYKO U
SUYHUK B BHUIE C€IUHOTO OOpa3oBaHUs (OBOTECTHC), JUOO Ha OJHOW CTOPOHE
pacrmoJiaraercsi SM4Ko, a Ha IPyrol — SIMYHUK.

2. B HOpMe pa3BuTHE sinuek onpezaensercs reHoM SRY, Jokanu30BaHHOM Ha
Y-xpomocome. OJHaKO 3TOT Te€H OOHAPYKUBAIOT Y HEKOTOPBIX OOJBHBIX C
TOHAJHBIM U (PEHOTUIMUYECKHUM MY>KCKUM IOJIOM, HE HUMEIOUIUX Y -XPOMOCOMBI.
BepositHo, B Takux cnydasix reH SRY mnepeHocutcs Ha X-XpoMOCOMY WIIM Ha
ayTOCOMY B pe3yJbTaTe TpaHCIOKaluu. Su4yku MOryt QopMHpOBaTBCS U Y
O00JIbHBIX ¢ KapuoTunoMm 46,XX, He umeronux rena SRY. IlpeanonaraiooT, 4To y
Takux OOJBHBIX UMEIOTCS MYTAaHTHBIE T'€HbI, Hampasisgwonme AudPepeHIupoBKY

MOJIOBBIX TSIXKEH B SU4YKH, 4 HC B ANYHUKH.



3. Ha sTrane Murpanuu nepBUYHBIX MMOJOBBIX KJIETOK B IMOJOBBIE TAXKH MOTYT
BO3HHMKAThH CJIEAYIOIINE AHOMAJINU:

a. KapuoTumbl NEpBUYHBIX MOJOBBIX KJIETOK M COMAaTHYECKHX KIIETOK
MOJIOBBIX TSKEW HE COBMAMAIOT (Hampumep, kietka 46,XX MUTpuUpyeT B MOJOBOM
TSXK, oOpa3zoBaHHbI KieTkamu 46,XY). IlepBuuHble MOJIOBbIE KJIETKH OOBIYHO
norubarT, U (OPMHUPYETCS «CTEPUIbHOE» SUYKO, HE COJEpKallee IMOJIOBBIX
kJIeTokK. OHAKO y HEKOTOPBIX OOJBHBIX MPU OMPENETEHHBIX YCIOBUSIX MEPBUYHBIC
MOJIOBBIE KJIETKM BBDKMBAIOT. Torja sMYKO COAEPKUT TOJIBKO MOJOBBIE KIETKU C
KapuoTturom 46,XX.

6. Bo3mosken u oOpatHblii BapuaHT. [lepBuunbie mosjoBbie kieTku 46,XY
MOTYT MHAYLUPOBATH T'E€HbI, HampaBisAomue IUPPEpPeHIIMPOBKY COMATHUECKUX
KJIeTOK 46,XX B MOJIOBBIX TSXKaX MO MyTH (OPMHUPOBAHUS SHUKA.

4. B omiuude OT fAWYKA, SUYHUKKA MOTYT Jeaud@epeHinupoBaThCcs U
PEBPAIATHCSA B COCIMHUTEILHOTKAHHBIE TSHKEBUAHBIE 00pa3oBaHusi. Bo3MoKHbIE
NPUYUHBI HApyIIeHUH 1udhepeHIIMPOBKI SHYHUKOB:

a. 13 ooronnes He 00pa3yroTcsi OOLUUTHI | mopsiaka.

6. Oonutsel | mopsiika He CIIOCOOHBI K MEHOTHYECKOMY JICJICHHIO (HampuMep,
npv aHEYIJIONAMM WIM XPOMOCOMHBIX abeppamusx). BeposTHo, MMEHHO Tak
pPa3BUBAIOTCS TSHKEBHUJIHBIE TOHAJbl y A€BOYEeK ¢ cuHAapomoM lllepemeBckoro—
Tepuepa (kapuotunsl 45,X unu 46,X).

B. Bokpyr oonintoB He hopMupyrotcst (poITHUKYIbL.

Taxum oOpazom, sl pa3BUTHS AMYHUKA HEOOXOIUMO HE TOJBKO HAIU4HUe
HOPMAJIBHBIX X-XpPOMOCOM B KJIETKaX IOJIOBBIX TSKEH, HO U HaJIMYME HOPMaJIbHBIX
oonutoB I mopsaxka.

5. BepositTHO, Ha auddepeHIMPOBKY TMOJOBBIX KeJe3 BIUSIOT U JApYrHe,
MOKa HE U3BECTHBIE (PAKTOPBHI.

B. PasButre mosioBeIX poTOKOB [4, 7, 8]

1. Tectocrepon He audpPyHANPYET HA MPOTUBOIOIONKHYIO CTOPOHY

3apoJibplllia U TIOTOMY JIEHCTBYET TOJIBKO Ha OJIMKHHUM K SMYKY BOJB(OB MPOTOK.
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Ecnu xe psaom ¢ BoJb(OBBIM MPOTOKOM HAaXOAUTCA SIMUHUK WM €CJIH SIMYKO HE
CEKPETUPYET TECTOCTEPOH, ITOT MPOTOK IETEHEPUPYET.

2. Ecoum npopykuuss wiau JAecTBUE (AaKTOpa PErpeccHud MIOIEPOBBIX
MIPOTOKOB WJIM MIOJJIEPOBOM MHTMOMPYIOIIEH CyOCTaHLIMM HApYILIEHbI, WKW €CIH
pAIOM C MIOJUIEPOBBIM IPOTOKOM HAXOJMUTCS SMYHHUK, TO M3 OTOr0 IPOTOKA
dbopMupyroTcss MaTouHas TpyOa, TMOJIOBHMHA Tela MaTku (KOTopasl II03Ke
cpactaercs ¢ MPOTUBOMOJOKHOW MOJIOBUHON) W BEPXHUE ABE TPETH Biarajuiia.
SIM4HUKY HE y4dacTBYIOT B AU(PHEpPEHIIMPOBKE MIOJIEPOBBIX MPOTOKOB, MOITOMY
OpU JIUCTEHE3UH SHYHUKOB (OPMHUPOBAHUE MPOU3BOAHBIX 3TUX MNPOTOKOB HE
HapylaeTcs.

I'. Pa3BuTHE Hapy>XHBIX MOJOBBIX OPraHos [6, 11]

1. Ha 3-8-it HI' dopmupyercs kioakanpHas mMemMOpaHa, MepeKpbIBaromias
3aJIHIOI0 KHIIKY, 00pa3yeTcsl HeMmapHbIi MOJ0BOM OYrOpoK, BE MOJOBBIE CKIAIKH.
KnoakanpHass MeMOpaHa pa3zfensercs Ha MOYEIOJIOBYI0 M 3aJHENPOXOJIHYIO
MeMOpaHBbl, a K 8-i Helesle mpeBpaliaeTcss B MOUEHOJIOBYI0 OOpO3JKY CIepeau U
3aJTHENPOXOAHO-TIPIMOKHIIICYHbIN KaHal c3aau. Bee 3Tu coObITHS TPOUCXOIAT 110
(opMupOBaHUS TMOJOBBIX XKeEJIE€3 U HE PEryJupyroTcs ropmoHamu. Hapymenus Ha
TOM JTale pa3BUTHUA MPUBOJAT K aTpPe3uu 3aJHEr0 MpoxoAa, 3KCTpopuu
MOYEBOr0 My3bIpsS WIM (OPMUPOBAHHUIO BPOXKIECHHON KJIOAKH, TPAHCHIO3UIMU
II0JIOBOT'O 4JIEHA M MOIIOHKH (KOTIJla MOJ0BOM Oyropok ¢popMupyercs KaynajibHee
MOJIOBBIX CKJIA/IOK), @ TAK)KE areHe3uu IOJIOBOro uieHa. Takue aHoManuu OOBIYHO
00yCJIOBJIEHBl HapyIICHUSAMH PaHHUX 3TaloB 3MOpHOreHe3a, a He HapyUICHUSIMU
TEHETUYECKOr0 ¥ TOHAIHOTO I10J1a WIM CEKPELIMH MOJIOBBIX TOPMOHOB.

2. Pa3nmuunmag MyXKCKHX M JKCHCKMX HAapY)KHBIX IIOJIOBBIX OPIraHOB
MOSABJISIIOTCS MOCJIEe 8- HeAeau SMOpUoreHesa:

a. IIponecc dhopmMupoBanus ryouaToi 4acTd MOYEHCIYCKAaTEILHOIO KaHaia
(c 8i HI' nmo 4-ro Mecsnma recraliii) W MOIIOHKH HapymiaeTcs MpHu
HEJOCTATOYHOCTU  TECTOCTEPOHA MW  JUTHUAPOTECTOCTEPOHA WM  HM30BITKE

AQHTArOHHUCTOB aHJIPOT'E€HOB (MMPOTeCTEPOHA).



10

0. Y mnosia jKeHCKOro 1mojia ypoBHU TECTOCTEPOHA B KPOBU B HOPME OYEHb
Huzkue.  [lostomy  uHauddepeHTHble  Hapy)XHBIE  TOJIOBBIE  OpTraHBbl,
chopmupoBaBLIneca K 8-i Hexene 3MOpUOreHe3a, B JajbHEHIIEM MOABEPraroTCs
JUIIThL HE3HAYUTEIbHBIM H3MEHEHUsIM. M30BITOK aHAPOreHOB HAa Pa3HBIX CpPOKax
AMOpHOTeHe3a MPUBOJUT K pa3HbIM aHOMaIMsIM: N0 14-i1 Helenu OH BBI3bIBACT
TUNEPTPODUIO KIUTOpPA, YBEIMYCHHE OOJIBIIMX TMOJOBBIX T'yO0 M HX CpacTaHHe
(Toraa oHM HANTOMUHAIOT MOIIIOHKY) M aTPe3UI0 Biaranuiia; nocie 14-it neaenm —

TOJIBKO TUIEPTPODUIO KIUTOPA.
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KJIMHUYECKHUE MPOSIBJIEHUS HAPYIIIEHUHA
GOPMUPOBAHUA ITOJIA

bosbmmHcTBO nposiBiieHni HIIP oueBuaHbl B nepuoae HOBOPOKIAECHHOCTH,
a COOTBETCTBEHHO, BBISBIISIIOTCS TIPU TIEPBUYHOM OCMOTPE.

HopmanbHbIll TOHOIIEHHBIM MallbUUK HMMEET JIJIMHY IOJIOBOTO YJieHa HE
MeHee 2,5 CM TMPU U3MEPEHUH OT BETBEH JIOOKOBOW KOCTU JI0 BEPXYIIKH T'OJIOBKHU.
CpenHue 1mokaszaTeau JJIMHBI IMOJIOBOTO WICHA Y HOBOPOXKJICHHBIX MaJIbYMKOB CO
cpokoM recraruu 30 vHea. — 2,5 cm, 40 Hen. — 3,5 oM. Suuku nepemMeniarTcs B
MOIIIOHKY Ha TIPOTSDKCHUU TOCNIeNHUX 6 Henenb OepemeHHOCTH. O0BbeM suuKa y
JIOHOIIIEHHOTO HOBOPOXAEHHOTO — B cpeanem 0,52 mul.

HopmanbHas qoHOILIEHHAs 1€BOYKA UMEET KIUTOp UPUHON MeHee 6,0 MMm.
CpenHue moxa3zaTenu UIMHBI KIUTOpa JJIs JOHOUIEHHBIX JAeBo4Yek — 4,0 MM,
mupuHel — 3,32 MM. Hanuuwe BarmHajabHOTO OTBEPCTUS YKa3blBaeT Ha
otrcyrcTBHUe dh(PeKTa aHIPOTCHOB.

[Iposeienus HIIP y nerert crapiiero Bo3pacta M B3POCHBIX BKIHOYAKOT B
ce0s1: paHee Hepaclo3HaHHBIC HAPYIICHUs T0JI0BOM T depeHIIUPOBKH; TTaXOBBIC
TPBDKH Yy JI€BOYEK, HECBOEBPEMEHHOE JHOO HEMOJHOE IOJIOBOE CO3PEBAHME;
BUPUJIM3AII0 Y JE€BYIIEK, IEPBUUHYIO aMEHOPEIO, Pa3BUTUE TPYAH Y MaIbUUKOB,
LIUKJINYECKYIO TEMATYPHUIO0 Y MAJIbUYHUKOB.

['maBHBIN TpU3HAK HAPYIICHUH TOJT0BOM nuQdepeHITMPOBKH — aHOMAIBLHOE
CTPOCHHE HAPYKHBIX TE€HUTAIUNA Yy HOBOPOXKACHHBIX (OT MOYTH HOPMAJbHBIX
AKEHCKUX JO0 MOYTH HOPMAJbHBIX MYXCKHUX, HE MO3BOJSIONIEE OMPEACIUTH IMOJ
pebeHKa) Wiu cleayronue npoodieMsl:

e SsBHBIC TPU3HAKN HEOMPEACICHHOCTH, HATIPUMEP IKCTPOPUS KIOAKH;
® BCPOATHBIC JKEHCKUE TEHUTAIMU C YIJIUHEHHBIM KIUTOPOM, 3aJHUM

CIIMSTHUEM MOJIOBBIX I'y0 WJIM HaXOBOU IPhIXKEil;
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® BCPOSATHBICE MY)KCKHE T€HUTAINU C ABYXCTOPOHHUM HEOIYIICHHUEM SIUYCK,
MUKpodanocom;

® [IEPUHEOCKpOTaJbHasl TUnocHaaus ¢ win 0e3 MHuKpodaioca, Aaxe IMpU
OITYIICHHBIX TUYKAX;

® OJIHOCTOPOHHUI KPUIITOPXU3M U TUIIOCTIA/INs, 0COOCHHO MPOKCUMANbHAS;

® OJIHOCTOPOHHUI KPUIITOPXU3M C MUKpO(damocom;

® HECOOTBETCTBHE BHEIIHMX IMOJIOBBIX OPraHOB TIONY, ONPEICICHHOMY
aHTEHATAITBHO (TPEeHATAIBHBIN KapUOTHI);

® ACUMMETPHS JTAOMOCKPOTAIBHBIX CKIAIOK C WA 0€3 KPUNITOPXU3MA;

® CeMCiHBIN aHaMHE3 HapYyIIEHUH ITOJI0BOTO Pa3BUTHSL.

Jliss onmucaHWsl TEHUTAIMW y JETeld C HHTEPCEKCYAIbHBIM CTPOCHHEM
Hapy>KHBIX MTOJIOBBIX OPTaHOB UCTIONB3YIOT mKamy A. Prader.

Knuandeckne TMpOSIBICHUS BHPWIM3AIMK Y HOBOPOXKIACHHBIX JIEBOYCK
BapbUPYIOT B 3aBHCHMOCTH OT BPEMEHH, JITUTCILHOCTH M TSHKECTH BO3IACHCTBHS
TECTOCTEpOHA BO BHYTPUYTpOOHOM Tmepuoae. Omnpenenstorcss THIEPTPOPUs
KJIMUTOpPA, YPOTCHHUTAIBHBIH CHHYC (Hapy)KHOE OTBEPCTHE YPETpPhI M BIIArajuiia,
OTKPBIBAIOIIECECS OJHHAM OTBEPCTHEM Ha TPOMEKHOCTH, 3aHEH IMOBEPXHOCTH,
OCHOBaHMM WM TOJOBKE KIHTOpA), KOPOTKAas TIOJOBas Ieidb (OTHOIICHHE
paccTosTHUS OT aHyca JI0 Y3[CUKH TOJIOBBIX T'Y0 / aHyca JI0 OCHOBaHHS KIUTOpa >
0,5), MoroHKO0Opa3HbIe OOJbIINE T0JIOBBIC TYOBl. BHYTpeHHNE TT0JIOBBIE OpraHbl
chopMUPOBaHbl MO JKEHCKOMY THILy B CBS3M C OTCYTCTBHEM MIOJJIEPOBOIl
WHTHOUPYIONIEeH cyOCcTaHIUH.

Y ManpuukoB  HapymieHue (QOpMUPOBAHUS  HAPYKHBIX TE€HUTAIAN
(HemocTaTouHash BHUPWIM3ALMS) 3aKIOYAaeTCsd B TUIOIUIA3MM TOJOBOTO 4JEHA,
MPOMEXHOCTHOW, CTBOJOBOW THUIIOCTAIWHW, pACIICIJICHUM U  THUIOIJIa3uu
MOIIOHKH. flMukyM dyamie He OOHapyKMBalOT, HO HWHOTAAa WX MOXKHO
MPOMATLIIMPOBATh B IMAXOBBIX KaHamax. HemosHas MacKynMHHM3AIWs MIIJEHIIA
MY>KCKOTO TI0JIa TPOUCXOJUT BO BpeMs KPUTHUECKHUX JTAloOB IOJOBOM

muddepenumanu  u3-3a  JAe(EKTOB MPOU3BOJCTBA TECTOCTEPOHA WIH €T0
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HEJIOCTATOYHOU (YHKIMU, a TaKXKe HEUYBCTBUTEIBHOCTU TKAaHEH K JACHCTBUIO
tectocrepoHa. JlmarHoctuka HIIP y HOBOpOXAEHHBIX MalbYUKOB OOBIYHO
ABJISIETCS 0oJiee CIOXKHOW JUArHOCTUYECKOM 3ajaueid, 4emM y JEBOYCK H3-3a
TpyAHOCTEW B Au(depeHInanud U30JIMPOBAHHBIX YPOT€HUTAIBHBIX JEe()EKTOB U
TOPMOHAJIBHBIX paccTpoicTB. Tem Oosiee, UTO YacTOTa BBISBICHHUS aHOMAJIbHOTO
CTpOEHUSl TOJIOBBIX OpPraHoB cocTaBisier npubaumsutensHo 1 nHa 300
HOBOPOJKJEHHBIX, pacpocTpaHeHHOCTH ke nposiBiiennit HITP 1 na 5000.
ABTOpaMH IPeJIOKEHA METOJMKA pacyeTa OUeHKH pucka Hanuuus HIIP y
ManbuuKoB [2]. OOBEKTHBHU3AIMS OLUEHKH CTENEeHW BHEUIHEH MaCKyJIWHU3aLHUU
JIOCTUTAETCSl 3a CYET CYMMHUpPOBAHHUS OaUIbHOW OIEHKH KaXKJIOro MpHU3HAKa:
CKPOTAJIbHOTO CIUSHHS, HAJIUYMs MUKPOIIEHHCA, PACIOJIOKEHUS OTBEPCTHUS
MOYEHUCIYCKAaTEIbHOIO  KaHaJla,  pACHOJIOKEHUS  sM4YeK.  MakcumanbHOE
konnuecTBo OamioB — 12. CoryiacHo JaHHBIM, TOJYYEHHBIM aBTOPAMH, PUCK
Hanuuusg HIIP Bospactaer mpu omenke < 11. I'pynma gerel ¢ mogo3peHUEM Ha
HITP, xotopeie TpeOyrOT 00s3aTeIbHOT0 JajdbHEHIIEro KIMHUYECKOTO U
nabopaTopHOro  00CIeJOBaHUS  BKJIIOYAET TMAIMEHTOB C  H30JMPOBAHHOMN
MIPOMEKHOCTHOM THITOCHAUEH, N30JIMPOBAHHBIM MUKPOIIEHHUCOM, W30JIMPOBAHHOM
KIIUTOpOMETAJIUeH, Tr000i (GopMol cCeMeWHOM THUIoCHaguud M TeX, KTO HMEeT

COYETAaHUE BPOKJACHHBIX aHOMAJIMI C CyMMapHO# OIEHKON MacKyJIuHu3anuu < 11.
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TAKTHUKA BEAEHUS TAIIMEHTOB C HAPYUHIEHUSIMHU
®OPMUPOBAHUSA MTOJIA

CornacHo NPUHATOMY KOHCEHCYCY, BeneHue mnamueHtoB ¢ HOII gomkHO
OTBEUYAThH CJICAYIOMIUM KPUTCPHUSIM:

— TACHOPTHBIA TOJ HOBOPOXKJICHHOTO JIOJDKCH OBITh YCTAHOBJICH TOJIBKO
1ocJie KOHCYJIbTAIlMM CO CICHHAJIMCTOM B JIAHHOW 00JIACTU W TMPOBEACHHUH
HE0OXO0IMMOTO JOMOTHUTEIIBHOTO 00CIICIOBAHNS;

— o0cleoBaHue U HAOJIOIEHHE MTAlIUEHTOB JOJDKHO MPOXOIUTh B LIEHTPaX,
UMEIOIUX CHEIUATUCTOB B Pa3HbIX 00JacTsax (ypoJior, dHIOKPUHOJIOT, XUPYPT,
MICUXOJIOT | T.J.);

— COOJII0/ICHHE TTOTHON KOH(MUICHIIMAIBPHOCTH U COOTIOJICHUE YBAXEHUS U
3alMTHI TIPaB MAIMEeHTa U €r0 ceMbU. PexomeHnyercs o0s3aTeIbHOE pa3bsICHEHHUE
npoOsieMbl HapylieHus (GOPMUPOBAHUS TOJA POAUTENAM C MPHUBICUYECHUEM HX K
NPUHATHIO pelieHrus o BbIOOpe moja pebeHka. becensl ¢ pomutensmu peOeHKa
UMEIOT OOJIBIIIOE 3HAaYeHWE: HEOOXOAMMO OOBSCHUTH €ro TMOJHOIICHHOCTh B
OyayieM Kak JUYHOCTH ¥ BO3MOXKHOCTHU aJIEKBATHOW aJjanTaliiy B 001IecTBe.

Hubdepennmanbayro  aumarHoctuky H®PII  HeoOxogumMo  HAYWHATH
HE3aMEUNIMTENBHO TPU OOHAPYXKEHUU CIEAYIOMHUX W3MEHEHUH B CTPOCHHUH
HapYKHBIX MTOJIOBBIX OPTaHOB, HE3aBUCUMO OT Bo3pacTa pedeHka [3, 5]:

* JKEHCKHE HapyXHBIC IOJOBBIE OpPraHbl C TUIEpTpoduel KIUTOpa B
COUYETAaHUU C YaCTUYHBIM CPACTAHHEM OOJBIIUX MOJOBBIX T'Y0 WIH MAIBITHPYEMbIX

00bEeMHBIX 00pa30BaHUM B TAXOBOM 00JaCTH TMOO B MOJIOBBIX I'y0ax;
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* Hapy>KHbIE MY>KCKHE TTOJIOBBIE OPTaHbl C ABYCTOPOHHUM KPUITOPXU3MOM B
COYETAaHUU C MHUKPOIEHHUCOM, HU30JUPOBAHHOM MOIIOHOYHOW TUIIOCIAAVEN WIIH
mobas (opma TMIocnaguu B COUETaHUU C ABYCTOPOHHUM KPUIITOPXU3MOM;

* CMEIIAHHOE WJIM HEOTIPEICIICHHOE CTPOECHHUE HAPYKHBIX MOJIOBBIX OPTraHOB;

* cCeMEHHbIE CTyYyanu TeCTUKYJISIPHOW (heMUHU3AIINM;

* HECOOTBETCTBHUE MEXJYy BHEIIHUM CTPOCHHEM HapPYKHBIX TOJIOBBIX
OpPraHoB U KapUOTHUIIOM.

Ha mnepBrix »sramax oOcnegoBaHus peOCHKA NPUHIIMIUAIBHO BaXEH
NpaBUJIBHBIA CcOOp aHamMHe3a KU3HM U 3a0ojieBaHUs peOeHKa, BKIIOYas
YCTaHOBJICHHUE POJICTBEHHBIX CBSI3€H B CEMbE W HAIMYWS MOJOOHON MATOJOTHH Y
POJICTBEHHUKOB, Tak Kak psg ¢opm HOII umeror HaciaeACTBEHHBINM XapakTep
nepeaaun 3adoneanus [1, 10].

BaxHO TOMHHUTHP O BO3MOXXHOM BJIMSIHUM JIEKAPCTBEHHBIX IPENapaToB,
NPUHUMAEMbIX MaTEPbIO BO BpeMsi OEPEeMEHHOCTH.

Hecmotpss Ha TO, uto OomnbmmHcTBO ¢dopm HDPII amarHocTHpyroTcs B
HEOHATalbHOM Iepuoje, nogo3peHne Ha HPII mHorna mMoxeT BO3ZHUKHYTH U B
NEPHOJ] TIOJIOBOTO CO3pEBaHUsS peOEHKa, B CBSI3U C OTCYTCTBHEM (HOPMHUPOBAHUS
BTOPUYHBIX TIOJIOBBIX IIPU3HAKOB, NEPBUYHOM aMEHOPEEH, BUPUIIHU3ALUEH Y
JEBOYEK M PA3BUTHUEM MOJIOUHBIX JKEJIE€3 WM IMOSBICHUEM UUKIMYECKUX
MEHCTPYaJIbHOMOJOOHBIX BBIICICHUHN Y MaIbYMKOB.

OnrtumManbHOE KIMHUYECKOE BeleHue nanueHToB ¢ HIIP nomxHO BKIOYaTh
cieayromue MoMeHTsI [ 1, 4, 8]:

HoBopoxneHHble HYKIAIOTCI B CPOYHOM OOCIENOBAHUU W TOCTOSTHHOM
HAOJFOICHUM, TIOCKOJIBKY y HUX Tpu conbsTepsitomeii Gopme BI'KH wmoryr
Pa3BUTBCS «KPU3 MOTEPU COJIM» C PA3BUTHUEM IIOKA.

Heobxonumo kak MOKHO OBICTpee BBISICHUTH MPUUYUHY aHOMAJMHU TOJIOBBIX
OpraHOB, YCIOKOUTb M OOHAJIC)KUTh POAUTEIEH W BMECTE C HUMHU BBHIOpaTh st
pebeHKka moJI, KOTOPOMY JIyYllle BCEr0 COOTBETCTBYIOT CTpO€HHE M (YHKIIUS
noyioBbIX opraHoB. [lockojibkKy OT 3TOro OyaeT 3aBUCETh MNPOBOJAUMAS

peaGI/IHI/ITaHI/I}I N ICHACPHOC BOCIIMTAHHUC.
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Jlo  mpoBeaeHHs  OKCHEPTHOM  OLEHKM  HeoOXxoaumMo  u30erath
MPEKICBPEMEHHBIX BBIBOJOB O TIOJIOBOW MPUHAIC)KHOCTH HOBOPOXKICHHOTO, HE
ynoTpeOssATh TeHAEpHO-clienupruyeckue uMeHa U oOpamieHuss (oOyueHue
METUITMHCKOTO TIEPCOHAja M TMOAPOOHOE, a TJAaBHOE IOHATHOE pa3bICHCHHE
CUTYyaIlUU POJIUTEIISIM).

[Ton momkeH OBITH OMPEACIICH y BCEX JeTed, MPU TOM OH MOXET He
3aBUCETh OT XPOMOCOMHOI'O IT0JIa, a OMPEACIACTCS CTPOCHUEM, (DYHKIIMOHATLHOM
aQHTCHATAJIBHOW W  TOCTHATaJIbHOW  DHIOKPHHOJOTHCH,  BO3MOXXHOCTSIMHU
ceKcyalbHOU (PYHKIIUU U PEePTHIHLHOCTH.

Drambel 3TOr0 Mpollecca — TEpBOHAYaANIbHAS KIMHUKO-IA00paTopHAs W
MHCTPpYMEHTaJIbHasl JMArHOCTHUKA, T'€HETHYECKOE KOHCYJIbTHPOBAHUC, IPHHITHEC
pEIICHKS B OTHOLICHUH I0J1a, OOCYXJIAIOTCS MYJIbTUAUCITUIUIMHAPHON KOMaHI0H
C Y4aCTHEM POJUTEIICH.

OTkpbiTOE OOIIEHUE C POAMUTENSIMU JOJKHO TMPOBOJUTHCS HA BBICOKOM
npodeccuoHaIbHOM YPOBHE C COOTBETCTBYIONUIEH JeTalu3aleil u paccka3oM O
nporecce AuddepeHmanum TeHUTaaui, 0 TOM, YTO T€HUTAIMU y UX peOeHKa
chopMHpOBaHbl HE TOJHOCTBIO WJIM BapuaOelbHO, O IUIaHEe JaJbHEHIIEro
oOcieoBaHMsl W JieUeHHs, O3 BO3MOXXHBIX TapaHTUH (QEepTHILHOCTH ¥
KOHKPETHOTO TmanueHTta. Poautensm JomkHA OBITH NpPENOCTaBIEHA IOJHAS
uHdopManus o pakropax, KOTopble OyAyT BIUATH Ha OINpejecHue mojia peOeHKa,
9TOOBI OHM MOTJIM YYacTBOBATh B TPUHSTHH ONTHMAJIBHOTO PEIIEHUS B HUX
cutyanuu. [IpoBenenue oOpe3anusi MpOTUBOMOKAa3aHO, TTOKA He Oy/eT onpeeneHa
HEO0OXOIMMOCTh B ONIEPATHBHON PEKOHCTPYKIIUU.

[TpoGnembl ManMeHTa U ero CeMbH JOJDKHBI YBaXKAaThCSI U PACCMATPHUBATHCS
B cTtporoi TaiiHe. HeoOxoammo oOCyaHTh C POIUTENSIMHU, KaKyr0 HH(POPMAIUIO
HE0OXOIMMO JaBaTh APYTHM YICHAM CEMBH.

OCHOBHBIMH 337]Ja4aMH HEOHATOJIOTA B POJJOME M B OTICICHHUH MATOJOTHHU
HOBOPOYKICHHBIX SIBJISIFOTCS :

* HayanbHble O0OBSICHEHHS U BeJicHHE OOJbHOTO peOeHKA.

* lnunuupoBaHue nepBoil IMHUU 00CIIeI0BaHMUS.
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» KoHCynbTalluM ¢ MeANATPUYECKUMH Y3KUMU CIIEIIUAIMCTAMU 110 BOIIPOCaM
HITP.

Amnammues [1, 5, 8]

1. Cementnpiii anamue3: runocnagus, BI'KH, kpunrtopxusm, nepBuuHas
aMeHopesi, OecIuioue y WiIeHOB ceMbH.2. YTIOTpeOieHre MaTepbi0 MEIMKAMEHTOB
BO BpeMs OE€peMEHHOCTH (CHHTETHYECKUX aHJIPOTEHOB, MPOTUBOCYIOPOKHBIX
npenapaToB, aHTUAHPOTSHHBIX MTPENapaToB, SCTPOTEHOB WU MTPOTECTHUHOR).

3. Bupunuzamus wmartepu BO Bpemsi OepeMEHHOCTH (TUIepIuIa3zus
HAJIMOYECYHUKOB y MAaTepu, BUPWIM3YIONIAS OIYyXO0Jib HAJMOYEUYHUKOB WU
SSMYHUKOB, Je(PUITUT apoMaTas y mioja).

4. CMepTh HOBOPOXKJICHHBIX B aHaMHE3e (CMepTh Opara B paHHEM JIETCTBE
BO3MOYKHA BCJICICTBHE HEJIUATHOCTUPOBAHHOW TUTIEPIUIA3UMA HAATIOUYEYHUKORB).

5. [IlmamentapHas HEZOCTaTOYHOCTh. UYernoBeYeCKU XOPHOHUYECKHUI
TOHAJIOTPONHUH CTUMYJIUPYET B IEPBOM TPUMECTPE CHHTE3 TECTOCTEPOHA B SIMUKAX
1o0/1a.

6. Hammunme poacTtBa poauTeneil (pUCK  ayTOCOMHO-PELIECUBHBIX
3a00J1eBaHMI).

Oo0bexkTHBHOE 0o0caenoBanme[l, 8, 9]

1. JlomkeH OBITh BBITIOJIHEH MOJHBIH MEIUIIMHCKUA OCMOTpP JJIS OICHKH
HAJIUYHS JTFOOBIX MPOSBICHUH Tu3Mopdu3Ma.

BHemnvue reHMTanuu JMOJDKHBI OBITH TIIATENIBHO OCMOTpeHbl. Bo Bpems
OCMOTpa HEOOXOAMMO OMNPENENIUTh pa3Mep MOJOBOIO YJI€HA, IIMPUHY €ro Tena,
HAJIMYUE THUIOCHAIUH, MECTO PACIIOJNOXKEHHS IIOJIOBOIO WIEHA WM YPETPAIbHOIO
OTBEPCTHS, HAJIMYKUE OTBEPCTHS BIIArajivild, NUTMEHTAUWI0 U CHUMMETPUYHOCTH
MOIIOHKHU WJM Ja0MOCKPOTAIBHBIX CKIaOK. 3MepsieTcst JyIMHa MOJIOBOTO YeHa B
PaCTHYTOM COCTOSIHUM OT BETBH JIOOKOBOW KOCTH /10 KOHUYMKA TOJOBKHU. J[mmHa
MEHee 2,5 CM y TOHOLIEHHBIX HOBOPOXKJICHHBIX MYKCKOIO I0JIa PaCCMAaTPUBAETCS
Kak MukponeHuc. Knutop mmpuHONM MeHee 6 MM CUHATAETCS HOPMAIBHBIM.

Hanuume Brmarammima ykaspiBaeT Ha OTCyTCTBHE 3¢ @dekTa aHAporeHoB. 3agHee
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cpacTaHue JAOMOCKPOTAIBHBIX CKJIQJ0K, KOpPOTKas TMOJioBasi IIeJib MOTYT
CBUJIETEIILCTBOBATh O PAaHHEM BHYTPUYTPOOHOM BIIMSIHUU aHJIPOTECHOB.

Bun Hapy>KHBIX MOJIOBBIX OPraHOB MOXET M3MEHUTHCS CO BPEMEHEM, UTO
TpeOyeT NOBTOPHOTO OCMOTpA.

2. OueHnTh pa3smep roHall, X MOJIOKEHUE, ONYIICHUE.

Oco0€HHO Ba)XHO MaJbNATOPHOE HCCIEAOBAaHHE MOJIOBBIX kene3. ['oHabl
HUXKE TMaXOBOM CBSI3KW, KaK MPaBWIO, 9TO SIMYKA. HO SAMYHHMKO-SIMYKHM U MaTKa
MOTYT OOHApY>KUBATHCS B BUJIE TPHIKHU.

Ecnau y HOBOpPOX/IEHHOTO ¢ HESICHBIM (DEHOTUITUYECKUM TIOJIOM B MaXOBBIX
KaHaJIaX WU TYOHO-MOIIIOHOYHBIX CKJIaJKaX OINPEIEISIOTCS IOJOBBIE KEJe3bl,
cleAyeT 3aloJ03pUTh HEMOJHYH BUPWIM3ALMIO IUIOJa MYXCKOro mnona. Y
BUPWJIN3UPOBAHHBIX JEBOUYEK TaKas aHOMAJUs HE BCTPEUACTCHI.

Hanuune HeonmpeneneHHbIX TEHUTAIMH C  KIUTOPOMEraliuel  win
c(hOpMHUPOBAHHBIM TOJIOBBIM WIEHOM U ITyCTOW MOIIIOHKOW BBI3BIBAET MOJ03PEHUE,
YTO 3TO0 peOEHOK KEHCKOT0 ToJIa ¢ Bupmim3anueit noa neicreueMm BI'KH.

3. buMaHyallbHOE peKTalbHOE 00CJIeIOBAaHUE MOKET BBISIBUTH MIOJIJIEPOBBI
CTPYKTYpbl (¢ 93ToH menpio d3(PdekTuBHEE MOXKET OBbITh HCIOJIB30BAHO
yIBTPa3ByKOBOE 00CIIeIOBAHUE).

4. O6s3atenpHO U3Mepenue AJl.

5. BbIsSIBIIEHHE CONMYTCTBYIOIIMX AHOMAJIUU.

K coxanenuto, CyimiecTByIOIIUE aJIrOpUTMbl OOCJIEIOBaHUS OOJBHBIX HE
MOTYT OBITh TPUMEHEHBI KO BceMy MHoroooOpazuio ¢gopm HOIL. Hampumep,
UHTEpIpeTauus JaHHbIX Y3U oOpraHoB Majoro Ta3a HOBOPOXIEHHOTO B
3HAYNUTETHLHOW CTENEHU 3aBUCUT OT KBaTW(HKAIUMU crenuanvicra. B kadecte
BapUaHTa HOPMBI PACCMATPUBAETCS OTCYTCTBHE BH3yajU3allMU SIMYHUKOB MPHU
V3U y neBouek B Bo3pacte 0—7 JET BCIEACTBUE MX MAJEHBKOIO pa3Mepa, Kak u
AMYEK Yy MAJIbUUKOB C KPUINTOPXU3MOM B MaXOBBIX KaHajdax WU OpPIOLIHOU
MOJIOCTU, YTO CYIIECTBEHHO OrpaHu4yuBaeT MHpopMaruBHOCTH Y3 B KadecTBe
METOJa JUarHOCTUKH. BBIOOp JMAarHOCTUYECKUX TECTOB U TOPMOHAIBHBIX

HCCJICIOBAaHUM B 3HAYMTEIBHOM CTENIEHH OMPEACIseTCs BO3PACTOM O0CIIeTyeMOTO
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nanueHTa. Bmecre ¢ TeM CylecTBYIOT OOIIME NPUHLMUIBI JHATHOCTHYECKOTO
IIOUCKA.

B mnepByto ouepenpr — onpeaeneHue kapuoruna, Y3W manoro Ttasa u
MaxoBbIX oOO0JacTed, oOmpeAecieHHue JJIEKTPOJUTOB, TecTocTepoHa, 17-OP,
roHagotponuHoB, AMI'. B 3aBUCHMOCTH OT PE3ylbTAaTOB HCCIEIOBAHMS NEPBOMN
JUHUM [OAOMPAIOT JMArHOCTHYECKHME TECThl: Mpoda C XOPUOHHUYECKUM
TrOHAJOTPONUHOM, TMpo0a C CHHAKTEHOM, JOMOJHUTENbHbIE KOMIIbIOTEpHAs
TOMOrpagusi  WJIM  MarHUTHO-pE30HAaHCHas  ToMorpadusi  Majoro  Tasa,
HAJIIMIOYEYHHUKOB, MTAXOBBIX 00J1acTeil, OMOICHS TOJOBBIX Xkele3 [9].

[Ipu poxxnenun pedbenka ¢ HOII nuarHocTHUeCKHil MOUCK JOKEH OBITH
HayaT HE3aMEJJIMTENBHO C ONPENEICHNUs] KApUOTHUIIA, TaK KAaK JajJbHEUILINE 3Talbl
oOcneoBaHMsl U JIEYEHHUS OCHOBAaHBl MMEHHO Ha T€HETHMYECKOM ToJjie peOeHKa.
Onpenenenue MOJOBOM NPUHAMJIEKHOCTH HOBOPOXKJIEHHOTO C HENPAaBUIbHBIM
CTPOCHHEM HAPYXKHBIX IOJIOBBIX OPraHOB [JIi BHECEHHUS B CBHUAETEIBCTBO O
pOkIeHun (OIpesiesieHne MaclopTHOrO MoJyia) OyJeT 3aBUCETh OT LIENOro psjna
(GakTOpOB: OCHOBHOT'O JHMAarHo3a, BHEIIHETO CTPOCHMSI TOJIOBBIX OPraHoB,
BO3MOKHOCTEW MPOBEICHUS AJEKBATHOM XUPYPTHYECKOW KOPPEKIMU HAPYKHBIX
MIOJIOBBIX OPTaHOB, yuyeTa HEOOXOJMMOCTH MPOBEACHHS MOKU3HEHHOU Tepamnuu, a
TAK)KE€ PEIUTHO3HBIX U  KYJIbTYpPHBIX TpaJWIMi cemMbu. PekomeHayetcs
YCTaHABIIMBATh KEHCKUU TOJI MPU POKIECHUM BCEM IMAIIMEHTAM C BPOXKIECHHOUN
muchyakiuen kopsl HagnoueuynukoB (BJIKH) u kapuotumnom 46XX, HE3aBUCHUMO
OT CTENEHU BUPWIM3AIMU HAPYXKHBIX IMOJIOBBIX OPraHoB (B HACTOSIIEE BpeMs
XKEHCKUH mon ycrtaHaBiauBaeTcs B 90% ciyyaeB), U BCEM MallMEHTaM C MOJHOMN
dopmoit TectukynspHort (pemuHmzanuu (kapuworun 46XY). IlamuentoB ¢
neduruToM Sa-penykrasbl 1 17f-HSD, He3aBucMMO OT cTernmeHW (heMUHU3AIUN
HApPYXHBIX IOJOBBIX OPraHOB, PEKOMEHYETCSI BOCIIUTHIBATh B MYKCKOM TTose. B
Hacrosiee Bpemsi mpumepHo 60% mnanueHToB ¢ Je@UUUTOM So-peayKTasbl
(xapuotun 46XY) perucTpupyroTcsi B JKEHCKOM MOJi€ MPU POXKICHUH, OJIHAKO
BbIpa)KE€HHAs BUPWJIM3AlUsl B MyOEpTaTHBIN MEepUOJ MPUBOJUT K HEOOXOAUMOCTHU

CMEHBbl MACHOPTHOIO MOJia HAa MYXKCKOW, JMOO (IpU OTKa3e CMEHBbI T0JA),
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BBITIOJIHEHUE TOHAJAIKTOMUU C TMOCIEAYIOMEH MMOXKU3HEHHOW 3aMeCTUTEIhHOMN
ropmoHanbHoi Tepanueit (3I'T). CoxpaHenue (EpTUIBHOCTH y TAIMEHTOB C
neUIMTOM Sa-pelyKTa3bl TAKXKe SBISETCS 000CHOBAHUEM JJIsl BHIOOpA MY>KCKOTO
MacnopTHOro mno’na [3, 6].

Cpenu mNalnMEHTOB C YaCTUYHOM HEUYBCTBUTEIBHOCTHIO K aHJIPOTECHAaM,
nedeKkToM OMOCHMHTE3a aHAPOre€HOB W YaCTUYHOM AMCTeHe3ueu roHaja moutu 25%
HE yJIOBJIETBOPEHBI CBOMM IMACTIOPTHHIM IOJIOM, HE3aBUCUMO OT TOTO, B )KEHCKOM
WM MY>KCKOM TIOJIe OHU BOCHUTBHIBAIUCH. [[uTEnbHOE BpeMsi HE CYIIECTBOBAJIO
€MHOTO MHEHHS 00 OIpeeeHUU TOJIOBOM MPUHAMJICIKHOCTA TMAIMEHTOB C
MUKPOTIIEHHCOM, OJIHAKO B HacTosimiee Bpemsi yuuThiBag mnoutu 100%
yJIOBJICTBOPEHHOCTh CBOMM MY>KCKHUM IIOJIOM M TOTEHIUAIBbHYIO (PEepTHIHBHOCTH
OTUX TMAIMEHTOB, WX OJIHO3HAYHO PEKOMEHAYIOT BOCHHUTHIBATH B MYKCKOM
nacrioptHoMm moJjie. [lpu BeiOOpe mosia y MaIlMeHTOB CO CMEIIaHHON (opMoit
JUCTEHE3UU TOHAJl HEOOXOIUMO YYUTHIBATH CTENIEHb BUPUIIN3AMH TIPU POKICHUH
(crerieHb BHYTPUYTPOOHOTO AHJIPOTEHHOTO BIUSHUS), COXPAHHOCTH (YHKIIMH

SIMYEK, CTENEHb Pa3BUTHUA MOJIOBOTO WIEHA, JIOKaIu3auio siuuek [1, 7, 12].
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3AKJIIOYEHHUE

[TonnManue TpPUYMH W MEXaHU3MOB HapylleHud (GopMupoBaHus moja, a
TaKX€ TPUHITHE MAKCHUMAaJIbHO KOPPEKTHBIX PEHICHUWM B OKa3aHUM IOMOIIU
OCTaeTCsl CJIOKHOM W HE OKOHYATEJIbHO PEIICHHON MpoOsieMoll HaydHO-
MPAKTUYECKOW MEIUIIMHBI, TPeOyIoIeld ydacThs MHOTONPO(UIBLHON TPYIMIIBI
CIIEIUAJIUCTOB. DTO CBS3aHO CO MHOTMMH (pakTopamu, B TIEPBYIO OUYepeib, C
CYIIHOCTBhIO COOCTBEHHO TOHSTHSA «I0jla 4ejoBeka». K HacTosieMy MOMEHTY
XOpOILIO U3BECTHO, YTO 3TO MOHATHE MHOIOCOCTABHOE M BKJIIOYAET, KAK MUHUMYM,
T€HETUYCCKHM, TOHATHBIM, TOPMOHAJILHBIN, (PEHOTUITUYECKUI U TICUXOJIOTHYSCKHUI
noj. B cBOKO ouepenr pa3HOINIACHE 3THUX COCTABISIFOIIMX B Pa3HbIC MEPUOIbI
SMOpHOTEeHE3a MPUBOJUT K PA3BUTHIO HapyHmIeHHH (OPMUPOBAHHUSA TOJIA.
OcoOeHHOCTH JHArHOCTUKW M JICUCHHs NMPH HAPYIICHUSAX (OPMHUPOBAHUS IT0JIA
CBSI3aHBl C TEM, YTO JAHHOE PACCTPOMCTBO ACCOLUMUPOBAHO HE TOJBKO C
MEIUIIMHCKUMH, HO W C COIMAJbHBIMH M TICUXOJOTHMYECKUMHU MpoOIeMaMu,
CBSI3aHHBIMU C aJlanTallie pacTyIIUX MaIMEHTOB B OOIIECTBE C TOYKU 3PEHUS MX

TeHJIEPHON POJIM U CIIOCOOHOCTH K PEMPOIYKITUH.
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