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1. MeToaoJiorus
MeToabl, HCIOJIBL30BAHHBIE ISl cOOpa/cesIeKIMU J0KA3aATeIbCTB:
ITorck B 7€KTpOHHBIX 0a3ax JTaHHBIX.
Onucanue MeT010B, HCIOJIH30BAHHBIX ISl COOpa/ceieKIIMU T0KA3ATEIbCTB:

JlokazaTenpHON 0a30i JJIsI PEKOMEHJIAlMK SBJISIOTCS IyOJIUKaAIlUK, BOIIIEI-
me B KoxpaiiHoBckyro O0ubmmoreky, 6as3sl nanubix EMBASE u MEDLINE. I'nmy-

OMHAa IIOMCKa COCTaBHMIIA 5 JIET.
MeTobI, HCITOJIF30BAaHHBIC JIUIST OIICHKH KaueCcTBa 1 CHJIBI JJOKA3aTEIbCTB:
- KoHceHcyc akcnepToB
- O11eHKa 3HaYMMOCTH B COOTBETCTBUHU C PEHTUHIOBOM cxeMoi (Tadu.1).

PeiiTuHrOBasi cxema /uisi OleHKH CuJibl pekoMenaanuii (Tabauna 1):

YpoBHM 10Ka- Ornucanue
3aTENbCTB
1++ Merta-aHanu3bl BBICOKOTO Ka4eCTBa, CUCTEMATHYECKUE 0030phl PaHI0MHU3H-

pOBaHHBIX KOHTposupyembix uccinepoBanuit (PKW), wnu PKU ¢ ouens Hus-
KHM PUCKOM CHCTEMaTHYECKHX OIIMOOK

1+ KauecTBeHHO NpoBeicHHBIE METa-aHANN3BbI, cucTeMaTuyeckue, nim PKU ¢
HU3KUM PUCKOM CHCTEMAaTHYECKUX OIINOOK

1- Meraananu3sl, cuctematudeckue, wii PKH ¢ BBICOKMM pHCKOM CHCTEMATH-
YEeCKHUX OIIMOOK

2++ BricokokauecTBEHHbIE CUCTEMAaTHUYECKHE 0030pbI UCCIIEIOBAaHUN CITyyaii-
KOHTPOJIb UM KOTOPTHBIX MCClIeZIoBaHUN. BbicOkokauecTBEHHbIE 0030PbI
UCCIIEIOBAaHUM CIIy4ail-KOHTPOJIb WJIM KOTOPTHBIX UCCIIEI0OBAaHUM C OYEHb
HU3KUM PUCKOM 3(P(PEKTOB CMEIIMBAHUS WM CUCTEMAaTHUYECKUX OIIUOOK 1
CpeIHEN BEPOSTHOCTBHIO MPUUYNHHON B3aUMOCBSI3U

2+ Xopo1110 MPOBEACHHBIE UCCIIEI0BAaHNUS CITy4aii-KOHTPOJIb UJIU KOTOPTHBIE HC-
CIIETOBAHMSI CO CPEIHUM PUCKOM 3PPEKTOB CMEIINBAHUS UM CUCTEMaTHYe-




CKHX OIIMOOK U CpeHel BEpOSITHOCTHIO MPUUNHHON B3aMOCBSI3U

2- HccnenoBanus cirydail-kKOHTPOJIb WM KOTOPTHBIE UCCIIEOBAHUS C BBICOKUM
pUCKOM 3(PPEKTOB CMEIIMBAHUS WA CUCTEMAaTHYECKHX OIMOOK U CpeIHEen
BEPOATHOCTBIO IPUYMHHON B3aUMOCBSI3H

3 He ananutnyeckue uccaenoBanus (HalpuMep: ONMCaHue CIy4aeB, CepHil
CITyJacB)
4 MHeH#ue SKCIepTOB

MeTOIILI, HCIIOJIB30BaHHBIC JIF aHAJIN3a J0Ka3aTe/IbCTB.

e - 0030pbI MyOJUKYEMbIX METa-aHATU30B;

® - CUCTCMATHYCCKUC 0630pI>I C Ta6J'II/ILIaMI/I JOKa3aTCJIbCTB.

Onucanmue ME€TOA0B, HCITOJIB30BAaHHBIX J1f aHAJIN3a J0Ka3aTCJIbCTB:

JlokazaTeapHON 0a30i JJIsI PEKOMEHJIALMK SBIISIFOTCS IyOJIUKAIlUU, BOIIIE-
me B KoxpaiiHoBckyro Oubmmoreky, 6as3sl nanubix EMBASE u MEDLINE. I'nmy-

OWHAa IIOMCKAa COCTaBUJIA 5 JIeT.

MeToabl, HCIIOJIBL30BAHHBIE [IJISl OLIEHKU Ka4eCTBA U CHJIbI I0KA3ATeJIbCTRB:
- KoHceHcyc akcrepToB
- O11eHKa 3HAYMMOCTH B COOTBETCTBUHU C PEHTUHIOBOM cxeMoi (Tadur. 1).
Ta0Juubl 10KA3aTEJILCTB:
Tabnuibl 1OKa3aTENBCTB 3AMOMHUINCH YJIeHAMU Pab0vei TpyIIbI.
MeToabl, HCIIOJIBL30BaHHBIE 1Sl GOPMYJIMPOBAHMS PEKOMEH AU
Koncencyc 3xcrepros.

PeiiTuHrOBasi cxeMa Jiisl OLIEHKHM CHJIbI peKOMeHaanui (tadauuna 2):

Cuia Omnucanue

A [To MeHbIIIEH Mepe, OIMH MeTa-aHallu3, cucTeMarnueckuii 063op i PKU, onieHeHHbIE Kak
1++, HanpsAMYIO0 MPUMEHEHUMBIE K LIEJIEBON MOMYJISIUU U JEMOHCTPUPYIOIIHNE YCTOWYH-
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BOCTb PE3yJIbTAaTOB,

Wnu rpynna 10Ka3aTeiabCTB, BKIIOYAIOIINE PEe3yIbTaThl UCCIICOBAHUM, OlICHEHHbIE Kak 1+,
HANPSIMYIO TPUMEHUMBIE K 11€JIEBOM MOMYJSALIUU U IEMOHCTPUPYIOIIHE O0IIYI0 yCTOUH-
BOCTb PE€3YJIbTaTOB

B ['pynina noka3arenbCTB, BKIOYAOLIASA PE3YJIbTaThl UCCIICIOBAHUM, OIICHEHHBIE KaK 2++,
HANPSIMYIO TPUMEHHUMBIE K I[EJICBOM TOMYIISAIUN U IEMOHCTPUPYIOIINE OOIIYI0 yCTONYH-
BOCTb p€3yJIbTaTOB.

Wnu sxcTpanosmpoBaHHBIC TOKA3aTEIbCTBA U3 UCCIEAOBAaHUHM, OLICHEHHBIX Kak 1++ wmm 1+

C ['pynna noka3aTenbCTB, BKIHOYAOUIAs PE3yJIbTAaThl UCCIEI0BAHUM, OLICHEHHBIE KaK 2+, Ha-
MPSIMYIO TPUMEHUMBIE K 11€JICBOM MOMYJISIIUN U JEMOHCTPUPYIOIINE OOIIYI0 YCTOHYUBOCTh
pe3yJIbTaToB.

HNnu OKCTPAIIOJIMPOBAHHBIC N1OKA3aTCIIbLCTBA U3 I/ICCHe,Z[OBaHPlﬁ, OLICHCHHBIX KaK 2++

D Joka3zarenbcTBa ypoBHS 3 wiu 4.

HNnu OKCTPAIIOJIMPOBAHHBIC N1OKA3aTCIbLCTBA U3 I/ICCHe,Z[OBaHPlﬁ, OLICHCHHBIX KaK 2+

Nuaukatopsl 1o06pokavecrBeHHoii mnpakTuku (Good Practice Points — GPPs)

Pexomennyemas noOpokauecTBeHHas MpakTUKa Oa3upyercs Ha KIWHUYE-

CKOM OITBITE WICHOB paboueii TPyIIIbI 110 pa3paboTKe PEKOMEH 1AM,
IKOHOMHUYECCKNH aHAJIN3:

AHanu3 CTOMMOCTH HE TPOBOAWICS M MyOIMKaluuu 1o (HhapMakodKOHOMUKE

HE aHAJIU3UPOBAJIUC.
MeTtoa BaaMau3alMKM PEKOMEHIAUIM:

e - BHemHsAs dKCIEpTHAS OLCHKA.

e - BHYTpEHHsIA dKCIIEpTHAS OLICHKA.
Onucanre MeTo/1a BAIMIU3ALMN PEKOMEHIaln:

Hacrosiue pexomeHnanuu B IpeaBapUTENbHON BepcHH ObUIH PELeH3UpO-
5




BaHbl HC3aBUCHMMBIMU OSKCIICPTAMH, KOTOPBLIX IIOIIPOCUIIN ITPOKOMMCHTHUPOBATH
IpeKAC BCCTO TO, HACKOJIBKO MHTCPIIPETALIUA NOKA3aTCIbCTB, JIC)KAIINX B OCHOBC

peKOMEHIaIH, JOCTYITHA JJI1 TOHUMAaHUSI.

[TomydeHsl KOMMEHTapUHU CO CTOPOHBI BPadyeul NMEPBUYHOIO 3BEHA U y4dacT-
KOBBIX IIEIMATPOB B OTHOLIEHUH JOXOJYMBOCTHU M3JIOKEHHS PEKOMEHAALUMU U UX
OLIEHKM BAaKHOCTU PEKOMEHJAIMIl Kak paboyero MHCTPYMEHTa IIOBCEIHEBHOM

IMIPAKTHUKH.
KOHchILTaIII/II/I N IKCIIEPTHAA OICHKA:

[Tocnennue n3MeHEHUsI B HACTOSIIIIUX PEKOMEHJAIMAX ObLUINA MPECTABIICHBI
JUTSL TUCKYCCUH B TIpEABApPUTEIIbHON Bepcun Ha KoHrpecce sHI0KkprHOI0TOB 20-22
mas 2013 r (r.MockBa), Ha KOH(PEPEHIINHN TETCKUX SHIOKPUHOJIOTOB 22-23 HIOHS
2013 r. (Apxanrenbck). [IpenBaputenbHasi BEpcusi BRICTaBJIEHA JIJIsl IIMPOKOTO 00-
cyxnenus Ha caiite ®I'BY DHII, nist Toro, yToOB! JIMIla, HE YYACTBYIOIIHME B KOH-
rpecce u KoH(EpPEeHIUIX, UMENId BO3MOXXHOCTh MPUHSTH y4acThe B 00CYKIECHUU U

COBEPLIEHCTBOBAHUY PEKOMEHIALIUH.

[IpoekT pexoMeHpaiuii ObUT PELIEH3UPOBAH HE3aBHUCHUMBIMH JKCIIEPTaMH,
KOTOPBIX TMOMNPOCUIN MPOKOMMEHTUPOBATh MPEKIE BCETO JOXOIYUBOCTh U TOY-

HOCTb MHTEPIIPETALlMU J0Ka3aTeIbHOM 0a3bl, JIeKalleld B OCHOBE PEKOMEHIALIHI.
PaGouas rpynna:

JI1s. OKOHYATENbHOM pEedaKIMd W KOHTPOJIsI KayecTBa PEKOMEHIAIUH IPO-
aHATM3UPOBAHBI YJIeHaAMU paboUeil TPYMIbI, C IEJBI0 OIICHUTH, YTO BCE 3aMEYaAHUS
1 KOMMEHTapHUHU DKCIEPTOB MPUHATHI BO BHUMAHUE, PUCK CUCTEMATHYECKUX OIIIU-

00K TIpH pa3paboTKe peKOMEHAAIUN CBEICH K MUHUMYMY.

Cuna pexomenganuii (A-D) npuBoauTCst py U310KEHUU TEKCTA PEKOMEH-

JTAITHH.



2. DTHOJIOTUSA

Cunnpom [lepemerckoro-Tepaepa (CIIT) oOycnoBieH MOTHOW WX Yac-
TUYHOU X-MOHOCOMHEH, MPECTAaBICHHON BO BCEX WM K€ B YAaCTU KIIETOK Opra-
Hu3Ma. CBA3b 3a00JieBaHUsI C HAPYLICHHEM OJHOM X-XpOMOCOMBI OblIa YCTaHOB-
neHa @opaom B 1959 romy. 310 XxpoMocoMHOE 3a00JI€BaHKE BCTPEUAETCS C 4aCTO-
toi 1:2000 - 1:2500 HOBOPOKIEHHBIX JEBOYEK.

XpOMOCOMHBIE aHOMAJIMU NIPU IAHHOM CHUHAPOME MPOSIBISIOTCA B BUIE OT-
CYTCTBUS OAHOM M3 IBYX XpoMocoM X: JIEJIECLHUNA YaCTU OJTHOM XpOMOCOMBI X WJIN
TPAHCIOKAIMKU B Mpe/esiaXx OJHON XPOMOCOMBI X, TakKX€ BO3MOXKHBI Pa3IUYHBIC
MO3al4HbI€ BapUAHTHI, KOTJa XPOMOCOMHBIM HA0Op YaCTUYHO COXpaHEH. TOJbKO
1% »MOpuoHoB ¢ kapuotunoMm 45XO AOCTHTarOT CTAaaWU IUIOAA, OCTaJbHBIE HE
JoCTUTaroT 28 Heaenb recraiuu, okojio 10% crnoHTaHHBIX a0OPTOB CBSI3aHO C MO-
Hocomuen X .

Y HEKOTOPHIX MAIMEHTOB BO3MOXKHO MPUCYTCTBUE XPOMOCOMBI Y (TIOJIHOE
WIM YaCTHUYHOE) B psiie KiIeTok (BapuaHT 45X/46XY KIMHUYECKU MPOSBISETCS
BUPWJIM3AIUCH, OTMEYAETCS] CMEIIaHHAs TUCTEHE3Us TOHAJ, UYTO sBJsieTcsl (haKkTo-
pPOM pHUCKa B pa3BUTUU roHagobsactoMbl). OObuHO ¢ 1enbio auarnoctuku CLIT
MIPOBOJIUTCSL HCCIIeOBaHUE TepudepudecKkux JUMGOIMTOB, OJHAKO OHO HECIO-
COOHO OIPEICIIUTh SN U TPaHCIOKaIuu xpomocom (D).

Hcnonb3oBaHre XpOMOCOMHOTO 30HIUPOBAHUS BBISBIISET, TAKHUE U3MEHEHUS
KapHOTHUIIA KaK JeJelus WIK Hallnurue U30XpoMocoMsbl, v B ciaydae CIIT nokasbl-
BaeT, YyTo mojiHasi MoHocomus 45X BcTpeuaercs Toiabko y 50-60% OonbHbIX. Ha
CETOJIHSIIIHUM JIEHb YCTAHOBJICHO, YTO HE CYIIECTBYET YETKOU KOPPEIISILIUU MEXK Y

resotunom u ¢perorunom npu CHIT (D).



3. Kiinnn4yeckasi KapTuHa 3a00/1eBAHUSA

Kimanueckue nposinenust CIUT upe3BbryailHO pa3HOOOpa3HbI, U CTEIECHb
UX BBIPQKEHHOCTH KpaiiHe BapualeibHa. K OCHOBHBIM M Hambojee MOCTOSHHBIM
ximHnyeckuM xapakrepuctukam CIIT otHocsTCs 3amepxkka pocTa , THIIEPrOHAN0-
TPOIHBIM THUIIOTOHAAU3M M LEJBIA s BPOXKIACHHBIX AHOMAIMMU: KPBUIOBUIHBIE
CKJIQJIKM II€U, HU3KUI POCT BOJIOC, ITO3, AMUKAHT, BBICOKOE TOTHYECKOE HEDO, pO-
TUPOBAaHHbIE YIIHbIE pakOBUHBL. [Ipu naHHOM 3a00s€BaHMM HAOIIOJACTCS LIEJIbIH

PSA AaHOMAJIMU PA3JINYHBIX OPraHOB U CUCTEM.
Poct

Hapymenune pocra Habmogaercs B 95%—100% cinygaes CLUT. OtcraBanue
B POCTE MPOSBIIACTCA BHYTPUYTPOOHOU 3a7€pKKOU pocTa B npeaenax 1-1,5 SD no
OTHOIICHUIO K 3[0POBOW TMOMYJISIIIAU, HU3KOW CKOPOCThIO pocTa (Hmxke —2 SD),
HayuHas ¢ 3 JeT, OTCYTCTBUEM POCTOBOrO CKayka B ImyOepTaTHOM Bo3pacte. Bee
3TO NPUBOJUT K HU3KOMY KOHEYHOMY POCTY, KOTOpPBII B cpeHeM Ha 20 cM Huke
o6renomnysimonHoro (D).

IIpn ouenke pocra neouek ¢ CLUT ucnons3yrorcs crnenuanbHblE MEPLEH-
THJIbHBIC TaOMIIBI M KpuBBIE pocTta. (Puc 1).

[Ipu CLUT B TeueHne nepBeIX 3 JET KU3HU OTMEYAETCA OTCTABAaHUE KOCTHO-
ro BO3pacTa OT XPOHOJIOTMYECKOro. 3aTeM npumepHo 10 10 JeT KOCTHBII Bo3pacT
YBEIIMYMBAETCS COOTBETCTBEHHO XpoHojJoruueckomy. Ongnako mocie 10—12 ner
CHOBa OTMEYAETCs 3aJep’KKa CO3PEBaHUs CKEJIeTa, 4YTO 00OYCIOBIECHO IeDUIIMTOM
ACTPOrEHOB.

Henocrarounocts pocra npu CHIT o0ycioBieHa coYeTaHUEM CKEIETHOM
JIMCILJIa3UU, XPOMOCOMHBIX HapyIICHUH U BHYTPUYTPOOHOU 3aepkku pocta. [la-
tosiorust SHOX reHa MOXeT sBISAThCS mpuunHOM Hu3kopocimoctu npu CIHIT, a
TaKke accolMupoBaHa ¢ AedopmanusmMu ckenera (nedopmanus MagenyHra, Baib-
rycHas geopmarius JIOKTEBbIX CyCTaBOB, MUKPOTHATHs, BEICOKOE HEOO U yKOpO-

YeHHE KOHEUHOCTEHN U MSCTHBIX KOCTEH).
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Puc.1. [lepueHTHIbHBIE KPUBBIE JIs 310POBBIX JeBoYeK U manmuenTok ¢ CLIT.

[To MHOTOUYMCIIEHHBIM AaHHBIM, AePUIUT TopMOHOB pocTa (['P) He urpaer
CyILIECTBEHHOU poiu B 3aaepxkke pocra npu CIIT. CrioHTaHHAst M CTUMYJIMPOBAH-
Has cekpeuust ['P y mammentok ¢ CIIT HaxoauTcss B HOpMajgbHOM (WM CyOHOP-
MaJLHOM) YPOBHE JI0 yOepTara.

Cuamxenue cexpeunu ['P y neBouek ¢ CIIT B Bo3pacTe HOMKHOrO, HO HE
HACTYIMBIIETO MydepTaTa, 00yCIOBIEHO TUIIOCTPOreHUEN U KOMIIEHCUPYETCs Ha

(OHE 3aMECTUTEIIBHOM TEPANTUN HU3KKUMHU 7103aMu 3¢TporeHoB (D).



Cpennsist BenmnunHa koHeuyHoro pocrta npu CIIT BapbupyeT B pa3ivuHBIX
nonyisuuax ot 140-147 cm. BiausiHue BapnaOenbHOCTH KapUOTUIIA HA KOHEYHBIN
pocT aeBoyek He Joka3zaHa. OIHAKO MMEIOTCS JJaHHbIE O Oojee OJaronpusTHOM
POCTOBOM TIPOTHO3€E IMPH KapUOTHUIIE, cojepkanieM n3oxpomocomy X(i), HiIu mMo-
3anuHbli BapuaHT 45,X/46,XX. CylllecTBeHHO BIMSET Ha MOKa3aTellb KOHEYHOIO
pocta nereit ¢ CLUT pocT poauteneil mauueHTOK (YEM BBIIIE POAUTENIHU, TEM Jyd-
II€ POCTOBOI MPOTHO3) M BO3MOKHBIM CIIOHTAHHBINA MyOepTaT, CIIOCOOCTBYIOIIUN

OBICTPOMY YCKOPEHUIO KOCTHOTO CO3PEBaHMUSI.
IIpocnosuposanue Koneurno2o pocma

B nacrosimmee Bpemsi Haubosee pacpocTpaHeH Crnoco0, MpU KOTOPOM POCT
OoTMeuYaeTcs Ha mepueHTWIbHON KpuBoil st OonbHbIX CLUT m unnuBumyanbHas
poCTOBasi KpuBas MPOJIOJKACTCSI COOTBETCTBEHHO TIpauKy M0 0XKHIAaeMOTO KO-
HeyHoro pocrta. Habmonenus 3a 6onpHbiMu ¢ CIUT mokaszanu, 4To 3TOT crnocod

nocratoyHo HaaexeH (D).
HapyumeHusi penpoayKTHBHOM CHCTEMbI

OTtcyTcTBHE COOCTBEHHOTO MyOEPTATHOTO PA3BUTUS XapaKTEPHO IS Tallr-
enTok ¢ CILT, xora y 30% neBouek, TpEUMyIIECTBEHHO C MO3aMYHBIM BAPUAHTOM
KapuOTHUIA, MOXKET OTMEUAThCA YACTUYHBIA COOCTBEHHBIN MyOepTaT, U 'y eAMHNY-
HBIX MMAIMCHTOK BO3MOXHA CaMOCTOsATeIbHAs OepeMeHHoCTh (D).

I'unoronangusm npu CHIT 00ycioBiieH MEpBUYHOM SUYHUKOBOW HEIOCTA-
TOYHOCTBIO. BTOpHYHOE OBOJIOCEHHE Pa3BUBAETCS CIIOHTAHHO Y BCEX JIEBOYEK C
CHIT x 12—-13 romam noj BAUSHUEM HAAIIOYEYHUKOBBIX aHIAPOTEHOB, a OTCYTCT-
BHE€ POCTa MOJIOYHBIX JKeJIe3, YBEIMUEHUS pa3MEPOB MAaTKU U HOPMAJIbHOTO Pa3BH-

THUS Barajiuiia o0ycIOBIEHO OTCYTCTBUEM BbIPAOOTKH 3CTPOr€HOB SUYHUKAMHU.
Koxka, nepuBarnl

Ha xoxe y 6ompHbix ¢ CIIT oTMe4yaroT MHOTOYHCIEHHBIE HOOpOKayecT-
BEHHBIE HEBYChI, KOTOpbIE OOBIYHO MOABISAI0TCA nocie 3-4 ner. Bennunna ux pas-

JJMYHa OT MaJT03aMCTHBIX JO KPYIIHBIX, BBICTYIIAIOIIUX HaAd IMMOBECPXHOCTHIO. HeBy-
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ChI IMEIOT TEHJIEHITHIO K POCTY B mepuoj mybeprata. Vx ynaneHne nuMeetr 0ObIIHO
TOJBKO KOCMETHYECKOE 3HAYEHUE, MPU ATOM HEOOXOJMMO YYHUTHIBATh MOBBIIICH-
HBIM PUCK Pa3BUTHUS KEJTOUIHBIX PYOILIOB U COMOCTABIATH 3TO ¢ HEOOXOAUMOCTHIO
KOCMETHUYECKOU Koppekuuu. IHoraa orMedaeTcsi TUHIEpTPUX03, OCOOCHHO Ha pas-
rubaTenbHON MOBEPXHOCTU Ipearieunii. Bo3MokHO mosBiieHNE alonenuu Ha 1mo-
BEpXHOCTH TroJioBbl. HacTbiM npu3HakoM nipu CLIT sBnsiercst BUTHIUTO.

JIumpaTrueckuil OTEK KUCTEH U CTOM y HOBOPOXKICHHOTO MO3BOJISET JUar-
Hociuposath CIIT yxe B poausiasHOM Jome. JIuMdaTrueckuili oTek Iep>KUTCS OT
HECKOJIbKUX JHeH 10 2-3 jer. C BO3pacToM yaiie Bcero JUMQpaTUuuyecKue OTeKU
ucuesaroT. OgHaKo MpU Harpyske (IIMTeNbHAs X0/b0a, MEPEeOXTKIACHUE U JIP.)
MOT'YT BHOBbB IOSIBJISITHCSL.

[TosiBnenne nuMdpaTuuecKuXx OTEKOB CBS3BIBAIOT C aHOMAJMEW pa3BUTHUS
TUM(}ATUYECKUX COCYJIOB - TUIIOIUIa3Uel U aruia3uedl TOBEPXHOCTHBIX COCYIOB, a
TaK)K€ C THIOIJIa3Ue aHACTOMO30B, COCIMHSAIONINX MOBEPXHOCTHBIE U TITyOOKHE
auM@aTudeckre cocyabpl. B peakux ciaydasx TpeOyeTcsi XUpypruiyeckoe BMellla-
TEIbCTBO B BUJI€ aHTMOIIACTUKU. OIHAKO XUPYPrUYECKOE JICYEHUE MTPUMEHSIETCS
Mo 0COOBIM TOKa3aHHUAM, TaK Kak €ro 3(pPEeKTUBHOCTh Ha CETOAHSIIHUN JCHb HE
nokaszana. EcTe mpeamnonoxxenusi, 4To TuMQPaTHIECKU OTEK OTBEYAET 3a BO3ZHUK-
HOBEHHE TAKMX XAPAKTEPHBIX YEPT, KAK KPbUIOBUAHBIE CKIIAJIKU IIEU U U3MEHEHUS
aOpTHI.

Jlns CHIT xapakTepeH HU3KUM YPOBEHb pOCTa BOJIOC HA Iiee c3aau. MHorna
OTMEYaeTCs YCHIIEHHBIH POCT BOJIOC HA Tejie, OCOOEHHO Ha pa3rudaTesbHON Mo-
BEPXHOCTH mIpeamieunii. OTMeUarTcsl aHOMalIMM B CTpoeHuu Horte. Hortu Ha

najgbiax 1eOopMUPOBAHBL: Y3KHE U KOPOTKUE, TIIYOOKO CHUJISAT HA HOTTEBOM JIOXKE.
Oob6JacTh men

VY 6onpubix ¢ CIHIT game Bcero ¢opma men kopotkast u mmpokas. «Kiac-
CHYECKUM» BHEITHUM TPU3HAKOM CHHIPOMA SIBJSIFOTCSI KPBUIOBUIHBIE CKIIAIKU Ha
nree - pterygium coli, BeIpakeHHOCTh KOTOPBIX BapbUpyeT. JJ0CTaTOYHO 4acTo IMo-

clJie KOCMETUYECKOM OorIcpaivu 1o yAAJICHUIO KOJKHBIX CKJIATOK O6paSYIOTC$I I10-
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CJICOTIePALlMOHHBIE KEIOUIHbIE PYOILIbI.
I'pyanas kierka

XapakTepHa IMIMpPOKas rpyHasi KJIETKa ¢ XOPOIIO Pa3BUTON MYCKyIaTypoil.
Cocku BTSIHYTBHI, OTMEUAETCS WX TUIEPTENOPU3M (IIMPOKO IMOCAKEHHBIE COCKH,
pacrnoyioxkeHbl OJuxke K OOKOBOW MOBEPXHOCTH), BO3MOXKHO (HOPMHUPOBAHUE BO-

POHKOOOpa3HOH (BTSIHYTON) I'PYIHOMN KIICTKH.
KocTHas cucrema

AHOManIMM B CTPOCHUU KHUCTEH PYK BbIpakaroTcsi B ykopouenue IV u V
NajbleB KUCTEW pyK, 0OCOOEHHO YKOPOYEHBI U PACIIMPEHBI JUCTANIbHbIC (PayaHTH,
OTMEYAIOTCsl YKOPOUCHHE METaKapraibHbIX KocTe. Horna y yactu OOJIbHBIX Tif-
THIN MMaJiel] HepeaKo UCKpUBIIeH. YKopouenue |II—V nanbiieB MmoxeT HabI01aTh-
Cs U Ha CTOIIE.

Kiaccuueckum nmpuznakoM CIIT cumTaercs neBuanus JIOKTEBBIX CyCTaBOB
(cubitus valgus), mpu KOTOpPO# yros MEXIy OChIO IJIeda M OChIO MPEAIUICYbs CO-
cTaBJiseT O6oJiee 15 rpamgycoB. IT0 00YCIOBICHO HAPYIICHUSIMH Pa3BUTHUS CKEJIETa,
B YaCTHOCTH JIy4€BOU U IJICYEBON KOCTH, YUACTBYIOIIMX B 00Opa30BaHUU JIOKTEBO-
ro cycraBa. OgHako pu peHTreHorpaduu PelKo BBISBISIOTCS aHOMAJIUHM CTpOE-
HUS KOCTEH JIOKTEBOTO COUJICHEHUS. TUNIMYHBI TaKKE UCKPUBJIEHUS KOCTEN TOJICHU
(genu varum).

Pentrenorpadust 4acto JeMOHCTPUPYET U3MEHEHUSI B TTO3BOHOUHUKE: CHU-
JKEHHYIO BBICOTY IIE€PBOTO WIEHHOI0 MO3BOHKA; U3MEHEHUS TEJl IO3BOHKOB, Xapak-
TepHbIX 1 6one3nu [leiiepmana u np. Cronuo3 pazBuBaetrcs y 10% aeBodek ¢
CLIT . Bo3MOXHO, 3TH U3MEHEHHUS CBSI3aHbI C AUCIUIa3Uei 3MU(PU30B, OHU MOTYT
ycyryonsate Huskopocaoctsh npu CHIT. ¥V neBouek ¢ 3TUM CHHIPOMOM TOBHIIICH
PHUCK BPOXKJICHHOM THUCIUIa3UU Ta300€IPEHHOr0 CyCTaBa.

MukporaaTtusi 0ObIYHO HE MMeeT (PYHKIIMOHAIBbHOTO 3HaueHus. OJHAKO B
psifie ciydaeB MMEIOT MECTO aHOMAJIUKM POCTa 3yOOB, KOTOphIE TPEOYIOT BMEIIa-
TEJIbCTBA OPTOAOHTA.

B nmocnenane ronpl Bce 00mbIne COOOMEHNH O PA3BUTHH OCTEOTICHUU M OC-
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Teonopo3a y 6onpHbix ¢ CLIT. YacToTa mepenoMoB y B3pOCIbIX OOIbHBIX BBILIE,
YEeM Y 3/JI0POBBIX, M MOJOBUHA ITUX MEPEIOMOB MPOUCXOAIT B MECTaX, XapaKTep-
HBIX JIJIs1 OCTEONOpOo3a (3ansicTbe, NO3BOHOYHMUK, LIeiKa Oenpa).

Hapymenust popmupoBaHusi KOCTel BOSHHKAIOT €Il B IETCKOM BO3pacTe U
3aTparuBalOT MPEUMYILIECTBEHHO KOPTUKAIbHBIN CIOW. JlehuuuT KOpTUKaIbHOTO
CJIOSl COUYETAETCA ¢ MEAJIEHHBIM BHYTPUKOCTHBIM 00MeHOM. OcTeoneHus B Tpade-
KYJISIPHBIX 30HAaX pa3BUBAETCA B CEpEIMHE WM B KOHIIE TyOepTaTa U COXpaHseTcs
BO B3pOCJIOM BO3pacTe. Y B3pOCIBIX OTMEYAKOT IOBBIMICHHBI BHYTPUKOCTHBIN
oOMeH.

[Tatorene3 ocreomnoposa npu CHIT go konma He siceH. OH MOXET OBbITh
IPSIMBIM PE3YJNBTATOM OTCYTCTBHSI F€HETHYECKOTO MaTeprana X-XpOMOCOMBI, B
pe3ysbTaTe 4ero OCTeo0JaCThl, BOBMOXHO, MPOAYLHUPYIOT AE(EKTHBIA MaTpPHUKC.
OTa runoTe3a MOXeET ObITh MOATBEPK/ICHA NIOCIIE KAPTUPOBAHUS X-XPOMOCOMBI.

DOpMHUPOBAHUIO OCTEONOPO3a, HECOMHEHHO, CIHOCOOCTBYIOT XapaKTEpHBIE
st CLUT ropmonansHbie HapymeHuss. OTCYTCTBUE TOJKHOTO YPOBHS 3CTPOT€HOB
B IyOepTaTe HE JaeT TOJTYKa SHA0OCTAIILHOMY POCTY KOPTUKAJIBHOTO CJIOS KOCTEH
Y BBI3BIBAET HAPYIIECHUE MOCTPOEHUS TPAOEKyJISIpHOM udacTh KOCTH. Taxxke 0e3
pocrta ypoBHs 3cTporeHoB y OonbHbIX ¢ CHIT He mpoucXoauT akTUBU3ALUU CHUC-
TEMbI TOPMOH POCTa- HHCYIMHONON00HBIN (hakTop pocta 1 (I'P-UDP-1) B myOep-
tate. OTHOCUTENbHBIN HenocTatok I'P u UDP-1 Bener k HemocTaTOUHOMY KOCTE-
00pa30BaHMIO, TaK KaK 3TH TOPMOHBI OKa3bIBAIOT MPSIMOE JEHCTBUE HA 3TOT IMPO-
1ecc.

AnekBaTHasi Tepanus MOJOBBIMU CTEPOUIAMU MO3BOJISIET CENIATh OCTEOIO-
pPO3 MeHee BBIPaKEHHBIM, UeM 0€3 JICUeHUs WM IPU HeTOCTAaTOYHOM MU HEpery-
asipHoit Tepanuu (D).

HauGonpmmii 3¢ ekt KOppeKImyu 0cTeonopo3a aeT MpUMEHEHNE mpernapa-
ToB p-I'P, HaunHas ¢ mpemyOGepTaTHOrO BO3pacta. Takas Tepamusi MO3BOJISIET JOC-
TUYb HEOOXOJIMMOI0 MHMKa KOCTHOM MAacchl K KOHILy MyOepTrara, KOTOPBIM TOJKEH
o0ecneunBaTbCs 3K30T€HHBIM BBEIACHHEM 3CTPOreHOB. UTOOBI COXpaHUTh MHHE-

PAJIbHYIO INIOTHOCTH KOCTH, HGO6XO,III/IMO AOJITOBPEMEHHOC JICYCHUC 3CTPOIrCHAMHA
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Y MIPOTECTUHAMH B3pPOCIBIX 00JbHBIX (D).
Pexomenayercss mpeAnpUHUMATE JTOTIOJIHHUTENBHBIC YCHIIMS JUIS TMPEIOT-
BpPAIICHUS OCTEOIOPO3a: 00ECHIEUUTh JTOCTATOYHOE TOCTYIUICHHE KAIIBIHS B Opra-

HU3M, NIOJJIEPKUBATh HOPMAJIbHBIN BEC TENA.
Cepaeuno-cocyaucrasi CHCTEMA

B 30% cnyuaeB BcTpeuatorcs BpoxkaeHHble nopoku cepaua (BIIC), mpe-
UMYIIECTBEHHO JieBoro otaena. Passutue BIIC cBs3biBatoT ¢ HapyuieHueM ¢op-
MUpOBaHUSl JUM(PATHIECKON CHCTeMBbl. Yale BCEro BCTPEYAIOTCS KOapKTaIlus
aoptel (30%) 1 OMKycnuaansHbIN aopTanbHblil Ki1anad (30-50%), menee yeM B 5%
BCTpeYaeTcsl auiaTaiusi KopHs aopThl. CBOEBPEMEHHOE BBISIBIEHUE U TPU HEOO-
xonumoctu xupyprudeckas koppekuus BIIC u aopTel npenynpexnaet pa3BUTHE
OCJIO)KHEHH, YTPOXKAIOIIUX KU3HH MALIMEHTOK.

B ocranpHbIX ciyyasx oTMmedaroTcs (YHKIMOHAIbHBIE HAPYIICHUsS CepJiey-
HO-COCYMCTOM CHUCTEMBI - apTepuaibHas TMIEPTEH3US, NPOJAnC MUTPAIBHOIO
KianaHa. Menee uyem B 5% BcTpedaeTcsl aAuiaTalnrs KOPHS aOpThl, BO3HUKAIOIIAS
Ha (OHE KOapKTallMM aopThl M JAPYTUX IOPOKOB cepaua, B pe3yibTaTe pe-
KOHCTPYKTUBHBIX OIEpaiuii, 0COOEHHO B COUETAHUH C apTEPUATIbHOMN THIIEPTEH3U-
€il. DTO OYEHb OIIACHOE COCTOSHHE MOYKET IPUBECTU K pas3pbIBy aopThl. JlaHHas
NATOJIOTUSI BBI3BIBACT Y OOJIbHBIX IMOBBIIIEHUE apTepHaIbHOTO AaBieHus. Cpoe-
BPEMEHHOE BBISBJICHHE U MPU HEOOXOIUMOCTH XUPYpPrudecKkas KOppeKLus npeay-
IPEXIAET PA3BUTHE OCIIOKHEHUN, YTPOKAIOIINX KU3HU MMALUEHTKH. -

AptepuanbHas runeprensus yacto comyrctByer CLUT maxke mpu oTcyTcT-
BUU TIOPOKOB CEPJCYHO-COCYIUCTON CUCTEMBI UJU MATONOrUU novek. [Ipuunnamu
AT ipu CIUT moryt ObITh pazButue oxupenus, CJl 2 tumna, mumdenema, mOBbI-
II€HUE aKTUBHOCTU PEHHWHA IJIa3Mbl. DTO 00yCIaBIMBAET HEOOXOAUMOCTb CHCTE-
MaTUYECKOIO KOHTPOJISl apTepUajJbHOTO JABJICHMS y Takux nagueHToB. [lommep-
YKaHWE HOPMAJIBHOTO BECa Teja SBJSETCS BAXKHOW MEpoil MpO(HIIaKTHKU U Jiede-

Hus runepronuu (D).

Opran 3penust
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OYHKITMOHAIBHO HE3HAYNMBIE OCOOCHHOCTH CTPOCHHUS BEK BKIIOYAIOT B Ce-
0s1 HaJTMYKE «TPEThETO BEKa» (SIMKAHTA), & TAKKE HE3HAUYUTEIbHOE OIYIIECHUE BE-
Ka (1IT03) ¥ Kocorjasue (cTpabusm). YacTo BcTpeuaeTcsl HapylieHue 3peHus B BU-
JIe TUTIEPMETPOITUU U aMOJIMOTINHU, KOTOPBIC, KaK TIPABUIIO, MOTAIOTCS KOPPEKIIUN

C IMOMOIIIBIO OYKOB WJIM KOHTAKTHBIX JInH3 (D).
Opran cayxa

AHOMaJIUM CTPOEHHUS YUIHBIX PAKOBHMH HMHOTJA MPEACTABISIOT KOCMETHYE-
CKYIO Mpo0JieMy U TPeOYIOT TTOMOIIM KOCMETHYECKUX XUpyproB. Cpeau momyJs-
uuu aeouek ¢ CIIT ¢ BBICOKOM 4acTOTOM MO CPAaBHEHUIO C MOMYJISAIMEH 310pPO-
BBIX JIETE€H BCTPEUAIOTCA CPEIHUE OTUTHI, MaHU(ECTAIMsI KOTOPHIX MPUXOJAUTCS Ha
Bo3pacT oT 1 70 6 ner (muk - B 3 roga). BeposiTHO, 9TO CBsI3aHO ¢ aHOMAUSIMU
CTPOCHHSI U PACTIONIOKEHUSI €BCTAXUEBOW TPYOBI, UTO MPUBOJIUT K HAPYIICHHOMN
BEHTWISIIMU CPEHETO yXa. BhICOKa OMacCHOCTh OCI0KHEHUM B BUJI€ MACTOUIUTA U
xoJiecTeaToMbl. TakThKa JiedeHUusT MHGEKIHMOHHBIX OTUTOB NPU ITOM CHHApPOME
JIOJDKHA OBITh MAaKCHMAJIBHO arpecCUBHOM, UTOOBI M30€KaTh MOCIEAYIOIINX OC-
JIOKHECHU M.

Takke XapakTepHBIM SIBISICTCS HapyIICHHE CiIyXa B BHUJAE IPOTrPECCHUPYIO-
1€ HEMPOCEHCOPHOW WIIM KOHJTYKTUBHOM TYTOYXOCTH, KOTOPasi MOYKET MOSIBUTHCS
c 6-neTHero Bo3pacta. Yarie cHmkeHue ciyxa HaOmrogaetrcst y B3pocibix ¢ CLIT
nocie 35 et (BeipaxkeHHoe B 15% ciyuaes, y 60% HaOmroar0Tcsa HEOObIIINE OT-
KJIIOHEHUS1). DTa 0COOCHHOCTh TpedyeT 0coOO0ro MOCTOSSHHOTO BHHUMAaHUSI Bpaya U
CBOEBpeMEHHOM Koppekuuu. Hapymenue ciyxa y pedeHka BiedeT 3a coOoi OT-
CTaBaHHUE B ICUXOMOTOPHOM Pa3BUTUU peOEHKA - Pa3BUTHH PEUU U UHTEIUICKTA.

Hapymienuss peun MoryT OBITH Jayke MPU OTCYTCTBUU HAPYIICHHWH CIIyXa,
ATO Yallle BCEro HOCOBOM WJIM BBICOKHI OTTEHOK Tojioca, 0OyCJIOBJIEHHBIN CTpoe-

HHEM PEUEBOTO ammapara - BBICOKOe «rotuueckoe Heoo» (D).
Ilouku U cucremMa MO4eoTAEICHUS

[Topoku moueBbiaenuTenbHOM cucteMbl npu CILIT moBosibHO YyacToe siBiie-

Hue, oHU BeTpeuatores B 40-59% cimydaeB. OOBIYHO OHU 3aTpParuBaroOT MOYKH, MO-
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YEeTOYHHUKHU UM KPOBEHOCHBIE cocybl ouek. Hanbonee tunmuna ais CLUT mox-
KOBOOOpa3Hasi MoYKa, Mpy KOTOPO JIBE IOYKU CPACTaAIOTCs, 0OBIYHO HIKHUMU TI0-
arocaMd. [Ipyrue BapuaHThI IIOPOKOB Pa3BUTHUS BKIIIOYAIOT OJHO- WJIU JABYXCTO-
POHHIOIO THUIIOIIA3UIO0 MOYEK, YABOCHUE JIOXaHKHM M MOYETOYHUKOB, U3MEHEHHE
YHCIIa TIOYEYHBIX BEH WM apTePHid, X HETHITUYHOE pacmoioxenue (D) .

Yacto 3T NOPOKHU PAa3BUTHUS HE BEIYT K YXYALICHUIO (PYHKIIMOHUPOBAHUS
MOYEBBIJCITUTEIBHON CUCTEMBI, HO OHU MOTYT IIPUBOJUTH K apTEPUAIIBHON TUIIEP-

TEH3UHU, CIOCOOCTBOBATh PAa3BUTHIO MHPEKIIUH MOUYEBBIBOALINX MTyTEH.
YmMmcrBeHHoOe pasBuTHEe U 00y4aeMocTh. Ilcuxosiornyeckue npoodJieMsl.

YpoBeHb yMCTBEHHOTO pa3BuTHs BapbupyeT y 00apHbIX ¢ CLUT Tak xe, kak
B OCTaJbHOW MOIYJSINuU. VICKIIFOUEHHS] COCTABIISIET OYEHb MAJIO€ YUCIIO IMAlUEH-
TOK C KOJIBIIEBOM X-XPOMOCOMOW, KOTOPBIE MOTYT UMETh BBIPAKEHHYI) YMCTBEH-
HYI0 OTCTAJIOCTb.

Pan uccnenoBaTeneil oTMeyaeT BO3MOKHOCTb MOSIBJICHUS CHEIUPUUECKUX
MICUXOJIOTUYECKHUX MpOoOJIeM NpH 3TOM 3a0osieBaHuu. Tak, y HEKOTOPBIX OOJIbHBIX
IIPY BBITIOJTHEHUW TECTOB Ha Kod(uimeHT ymcrBeHHOTO pazutus |Q nmokaszarenu
HeBepOaNbHON YaCTH TECTOB ObLIA HUXKE CPEJIHETO.

B mpomnecce o6yuenns neBouek ¢ CHIT BbIsABISETCS qOCTATOYHAS YCHIIH-
BOCTb, HO TPYIHOCTH BO3HMKAlOT B aOCTPaKTHOM MBIIUIEHUH (MIpoOIeMbl MHpu
O0Oy4YeHHH MaTeMaTHKeE), IPOOJIEMbl C KOHLIEHTpAI[Mel BHUMAHUS.

Benyiiee MecTo B ICUXUYECKOM COCTOSTHUM OOJIbHBIX 3aHUMAeT CUMIITOMO-
KOMILJIEKC MCUXWYECKOro MH(aHTwin3mMa. OHU BHYHIAEMBI, YIPSAMBI, MPEIIOYH-
TalOT UrpaTh C MIAJIIUMU JeThbMU. Hepenko y OOJMbHBIX MPOSBISETCS MHTEPEC K
OBITOBBIM BOIIPOCAM, PACYETIMBOCTh, OEPEAKINBOCTh. XapaKTEPHBIM JIJIsl BCEX Ia-
LMEHTOK sIBNIAeTCS dhpopuueckuit HOH HACTPOEHUS.

[IpobGnembl ¢ MONOBON WACHTH(PUKAIMEH BO3HUKAIOT KpaitHe penko. [lpwu
NICUXO0JIOTHYecKOM obOciienoBanuu noseneHue 0onbHbIX ¢ CLUT pacueHuBaroT Kak
TUIIAYHO KEHCKOE, OJAHAKO OTMEYAIOT MEHBIIYI0 IHEPTUYHOCTh U (PUIUYECKYIO

aKTUBHOCTh. ECcTh cOo00IIEeHNsT 00 SMOIIMOHATIEHON HHEPTHOCTU U OOJIBbIIEH YCTOM-
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YUBOCTH K CTPECCOBBIM CUTYALIHSIM.

Jpyrasi 4acTb NCUXOJOTMYECKUX IMPOOJEM M IMOBEICHYECKHUX HAPYIICHHIA
CBsI3aHA C OCOOEHHOCTSIMHU BHEIIHErO BUAa OOJBHBIX U NOJ00HA nmpobdiaemam, BO3-
HUKAIOIWKM IIPU IPYTUX TUIAX HU3KOPOCIOCTH WM 3aJEPKKHU IMOJIOBOTO Pa3BUTHSL.
Yacto Takoil peOEHOK OKa3bIBAETCS B U3OJISILIMUA OT CBEPCTHUKOB, UMEET MAJIO JIPY-
36 WIM HE UMeeT UX BOBCE. B MOAPOCTKOBOM BO3pAacTe TAaKUE JIEBOYKU II03KE
BCTYIIAIOT B F€TEPOCEKCYaJIbHbIC OTHOLLICHUS U B TAJIBHEUIIIEM Y B3POCIBIX CEKCY-

allbHasi aKTUBHOCTh HUKE, YeM Yy 3710pOoBbIX Jroei (D).
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4. JInarHOoCTHKA

IIpenarajnbHast TMATHOCTHKA

Yame Bcero BoisiBiieHne CILUT Bo BHyTpuyTpOOHOM NEpHOIE SBISETCS CIIy-
YallHOM HAXOJKOW, KOT/Ia UCCIENOBAHNE KAPUOTHUIIA TUI0JIa MPOBOJIUTCS MO KaKOW-
anb0 npyroi npuyuHe (BO3pacT MaTepu U Jp.). BaxkHO OTMETUTH, YTO B Cllydae
CLIT BospacT mMaTepu He sABIsIETCS caM 1o cede pakTopom pucka. [loBogom st
U3YYCHUS KapUOTHUIIA MOTYT CIIY)KUTh OOHapy>KEHHbIE MPH YIbTPa3BYKOBOM HC-
cienoBaHuM ioja xapakrepusie npusHaku CLIT: kucto3Has rurpoma, Koapkra-
IIAsI a0pPThI, aHOMAJIMK CTPOEHUS JIEBBIX OTIEIOB cepiua, oOpaxuiedanus, aHoMa-
JUU CTPOCHMS MOYEK, MHOTOBOJME, MAJIOBOJUE, BHYTPUYTPOOHAs 3aJiepKKa pas-
BUTHA TuioAa. HapymieHnss ropMOHanbHOTO cTaTtyca MAaTepu MPU CKPUHUHTOBOM
UCCJIEIOBAHUM TI0 TPEM WIIM 4YeThipeM mokazarensiM (anbdadertonporenn, XI'U,
WHTHOMH A, 3CTPUOJ) TaKKe JAlOT OCHOBaHME Mpeanofoxuth Hamuuue CHIT y
mroga. OQHAKO €IUHCTBEHHBIM JOCTOBEPHBIM THATrHOCTUYECKUM KPUTEPHUEM SIB-
JSIeTCSl UCCIIeIOBaHUE KapuoTuIia. bosee Toro, mpyu NpeHaTalbHO YCTaHOBIEHHOM
JIMarHO03€ KapUOTUIIMPOBAHUE CIEAYET 0053aTEIbHO MOBTOPUTH MOCIIE POXKICHUS
(D).

[Tnon ¢ xapuotumnom 45,X ¢ BBICOKOW BEPOSITHOCTHIO MOJBEPraeTcsl CIIOH-
TaHHOMY a0opTy.

Opnako o ¢ kKapuoTunom 45,X fnaxe Mpu HATMYUU XapAKTEPHBIX YIIbT-
Pa3BYKOBBIX U3MEHEHUM MOXKET 0Ka3aThCs )KU3HECTIOCOOHBIM.

B OonbIIMHCTBE cllydaeB Mocie NPeHAaTAIbHO YCTAaHOBJIEHHOTO JUarHo3a oT-
JTAeTCSl MPEANOUYTCHUE TPEephIBaHNI0 OepeMeHHOCTU. [109TOMy OYeHbh BaXKHO MpHU
MpeHaTaIbHOM I'€HETHUYECKOM KOHCYJIbTUPOBAHUN YUUTHIBATH PACXOKICHUS MEXK-
Jly UATOTCHETUYECKOM KAapTUHOW M XapaKTEPOM KIMHUYECKUX MPOSIBICHUU, UTO
OTIPEJIEISIET CIIOKHOCTh MPOTHO3UPOBaHUs (heHOTHTA OyIyIiero pebeHKa Ha OCHO-
BAHWU KApUOTUNUPOBAHUA. Tak, MpU KIETOYHOM MO3AUIIHU3ME, KOTJa KapUOTHI

npeactasiieH B Buge 45,X/46,XX u 45,X/46,XY, KTUHUYECKHE MTPOSIBIICHUS MOTYT
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BOOOIIIE OTCYTCTBOBATh. B Takux ciyyasx HEBO3MOXKHO NMPOTHO3UPOBATH HATTMYHE
B OyAyIIeM WM CTENEeHb BBIPAKEHHOCTH HU3KOPOCJOCTH U TOJOBOrO MH(pAHTH-
JU3MA.

Bpauu, ocymecTBisitonige Mnpe- M INOCTHATAIIBHOE KOHCYJbTUPOBAHUE,
JOJKHBI OBITH XOPOILIO OCBEIOMIIEHBI O BO3MOYKHBIX BApUAHTAX MPOrHO3a, OCIOXK-
HEHUsX, kKauecTBe ku3HU nanueHTku ¢ CLUT, a Takxke ObITh B Kypce MOCIETHUX
JOCTH)KEHU B JIEYEHHH 3TOro 3adoseBaHus. lIpeHaTasbHOE KOHCYJIBTHPOBAHHE
BKJItOUaeT B ce0s Oeceqy ¢ OyAyIIMMH POAUTENAMU O BapuabEIbHOCTH COMaTU4e-
CKHUX aHOMAJIUW, BBICOKOM BEPOSTHOCTH HU3KOPOCIOCTH M FOHAJIHON HEI0CTAaTOY-
HOCTH, @ TaK’K€ O BO3MOYKHOCTH HMX Koppekuuu. HeoOXxoaumMo moauepKHyTh, YTO
nanuenTsl, ctpagaromue CIIT, Moryt crate 310pOBBIMHA M IOJHOLUEHHBIMH YJIE-

HaMH OOIIlECTBA.
IMocTHAaTAIbHAA TUATHOCTHKA

VY Bcex J1eBOYEK C XapaKTEPHBIMU CTUTMaMU AUCIMOpPUOTeHe3a HE0OX0IUMO
POBOANTH KapuoTUnupoBaHue. OOBIYHO C ATOW IIENIbI0 MPOBOAMUTCS MCCIIE0BA-
Hue nepudepudeckux TuMdornuToB. Bo n3dexanne BO3MOXKHON OIMIMOKH TIPH MO-
3anyHOW (POpME MOHOCOMHUHU KOJMYECTBO HCCIIEAYEMBIX KJIETOK JOJHKHO OBITH
noctaTouHbIM. OAHAKO MPH BBIPAKEHHBIX KIMHUYECKUX MPOSIBICHUSIX U OTCYTCT-
BUU W3MEHEHUN MPHU UCCIEOBAaHUN XPOMOCOMHOI0O Habopa B TUMQOLHTAX CIETy-
€T MOBTOPUTH KAPUOTUIIMPOBAHKE, UCTIONB3YS APyTrue TKaHu (Hampumep, Guopoo-
nactel) (D).

[Tpn HaMMYMKM MPU3HAKOB BUPWIIM3AIMHN WM OOHAPY>KEHUU HEOTIO3HAHHBIX
Y4aCTKOB TIOJIOBOW XpoMOcOoMBI (X mwin Y) HeoOX0IuMO MPOBECTH UCCIICOBAHHE
Ha IpeaMeT HaJIMYKs TeHeTHYecKoro Marepuana Y-xpomocomsl. [Tox atum noapa-
symeBaercs JIHK ruOpunmzanus wiu duyopectieHmms in SitU, ¢ UCIOIb30BaHUEM
Y- uentpomepbl u np. MHorga BO3HHMKAaeT HEOOXOAMMOCTh HCCIEIOBaHUA Y-
MaTepuaia B pa3IMyHbIX TKaHsX. [IpoBoauTcs uccnenoBanue Ha Hanuue SRY re-
Ha. OnHako BbisiBiieHHEe TeHa SRY, koTopslil oTBevaeT 3a nosnoByto auddepeHun-

POBKY, HE SIBIIIETCSI CaMO MO ce0e TOCTOBEPHBIM MapKEPOM Pa3BHTHS rOHamI001a-
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ctoMbl. [I03TOMYy HET HEOOXOAUMOCTH B TOTAIbHOM CKpUHHUHTE nanueHTos ¢ CIIT
Ha SRY reH.

Hanuune Y-XpoMOCOMBI WU €€ ydacTKa sIBJsieTCS (PAaKTOpoM pucKa pa3BuU-
THS TOHaA001acTOMBI. PaHee mpemnoarany, 9To pUCK Pa3BUTHS TOHAI00JIaCTOMBI
coctaBisieT OkoiO0 30%. OCHOBBIBasiCb Ha MOCIEIHUX KIMHAYECKUX UC-
CJIEIOBAHUSAX, CTEIIEHb PUCKA PA3BUTHS TOHA00JIACTOM CUMTAIOT HECKOJIBKO HIKE
paHee onyOJMKOBaHHOM, oHa cocTaBisieT 7-10%. OnHako, nmo-npexHeMy, IpH Be-
JICHUU TaKUX MallUeHTOB MPEANOUYTUTEIHHO MPOBEACHUE TPEBEHTUBHON TOHAEK-
tomuu. [Ipu oTkaze mamnureHTa WK poauTeNeH OT MPOBEACHUS TOHAJACKTOMUM He-
00X0AMMO TIHIATEIBLHOE HAOJIOJICHHE C MPOBEICHUEM PEryJIpHONW KOHTPOJIHLHOMU
BJIATAJIMIIIHON COHOTrpaduu, BKIIIOYAs JOIIEPOBCKY0 coHorpaduro. [lokazanus k
KapUOTUITMPOBAHUIO MpeacTaBiicHbl B Tadbmuie 3 (D).

Tabauua 3

IToka3zanus k KapuoOTUIIUPOBAHUIO

Buyrpuyr-

poGHo OOHapy’KeHHbIE TIPU YJIbTPA3BYKOBOM HCCIIEIOBAaHUU IUIOJA: KOApKTalUs aop-

Thl, AaHOMAJIMM CTPOEHHUS JIEBBIX OTJAEJIOB CepAlla, Opaxuuedanus, aHOMaIUU
CTPOEHHS MOYEK, MHOTOBOJUE, MAJIOBO/INE, BHYTPUYTPOOHAs 3aJep>KKa pa3BU-
Tus nuoja. HapyiieHns ropMOHaIBHOTO cTaTyca MaTEPU 10 TPEM MIIM YETBIPEM
nokasaressim (anbga-peronporent, XI'Y, uHruOMH A, >cTproI)

.HI/IM(I)aTI/I‘lCCKI/II\/’I OTEK CTON HJIM KHUCTEH IIpu poOXKICHUHU, MaJbIi POCT OTHOCH-
TCJIBHO CpOKa reCTainuu.

HOBOpO)K)IEH- OcoOeHHOCTH (beHOTI/IHa, TaKHC, KaK KOXXHBIC CKJIAJKHW Ha IICC, HU3KHUH pocCT
HbIC BOJIOC, MUKPOTHATHUs, HU3KO MMOCAKCHHBIC YIITHBIC PAKOBUHEI U JP.

BpoxieHHbIE TOPOKH PAa3BUTHUS: KOAPKTAIIUS a0PThl, aHOMAJIMHU JIEBBIX OT/ICIIOB
cepAma u Jip.

JercTBo Ocobennoctu (heHoTuma 3amepikka pocta HesicHOTo reHnesa [laronorus cepued-
HO-COCYAMCTOM CUCTEMBI U Ipyr'Hie IOPOKU pa3BUTus, XapaktepHblie st CHIT

Ocobennoctu (penotuna Huzkuii poct, OTCYTCTBHE BTOPUYHBIX MOJIOBBIX MPH-
3HAKOB, MEPBUYHAS WJIM BTOPUYHAS aMeHoOpess Ha (OHE PE3KO MOBBIIIEHHOTO
YPOBHSI TOHAJOTPONHBIX TOPMOHOB, OTCYTCTBHUE SIMYHUKOB W HEIOPA3BUTHE
MaTKH 1o JaHHBEIM Y 3U

ITyb0epraTHbIi
BO3pacT

TI'opmonanbHbie usmeHenust npu CILIT
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I'onaporponnas pyHkuus

IlepBrunas oBapuanpHas HepocraTouHoCcTh npu CIIT conpoBoxaaeTcs co-
OTBETCTBYIOLIECH peakued runoragaMo-runopu3apHoi cucteMsl. B HopMe oTpu-
HaTesibHas oOpaTHas CBS3b MEXAY TMIIOTaaMO-TUIO(U3apHOI cHUCTEMON U roHa-
JaMu QYHKIIMOHUPYET Y IUIOAA U B NIEPBBIE MECSLbI IOCTHATAIILHON KU3HU.

[ToBpIlIeHNE YPOBHS TOHAIOTPOMHBIX TOPMOHOB, OCOOEHHO (OJTHKYIOCTH-
mynupytoiero ropmona (PCI'), ormeueHo yke B IEpBblE HENEIH KU3HU Y JE€BO-
yek ¢ CIIT u coxpansieTcsi B TeueHue noiayropa-nByx Jjier. C 2 1o 5-6 ner orme-
YaEeTCsl CHUKEHUE YPOBHS TOHAJOTPOIMHOB, YTO CBSI3aHO C aKTUBALMEW LIEHTPalb-
HOT'O MEXaHMW3Ma, MMOJABISIOIIETr0 UMITYJIbCHYIO cekpernuto JII'-PI" HezaBucumo ot
YpOBHS MOJIOBBIX cTepouaoB. C 5-6 net moteuHuzupyomnmit ropmos (JII') u ©CIC
BHOBbB IOBBIIIAIOTCA U Bo3pacTaloT B 10 pa3 B mybepraTHbIi nepuo. Tepamnust 3c-
TPOr€HaMHM JIUIIb YACTUYHO CHOCOOHA CHU3UTh YPOBEHb MOHAJOTPOIIHBIX T'OPMO-
HOB (D).

B penxux cayqasx y nesouek ¢ CIIT moxer HaOm0gaThCsl COXpaHHAs OBa-
puanbHas QyHkius. Cnontanusld myoeprtat npu CLUT B OonblIMHCTBE Cily4yaeB
HE SIBJISIETCS TOJIHBIM M HE MPHUBOJIUT K HOPMAIbHOMY U JUIUTEIBHOMY (DYHKIIHO-
HUPOBAHUIO SUYHUKOB, OJJHAKO M3BECTHBI CIyyau CIOHTAHHBIX U MOBTOPHBIX Oe-
pemeHHocTeil U pojoB y keHmMH ¢ CHIT. ¥V Takux OOJbHBIX ypOBEHb I'OHAJO-
TPOIHBIX TOPMOHOB MOXET ObITh HOPMaJbHBIM WM HEMHOTO MOBBIIIEHHBIM, OJ-
HAKO KJIIMMAaKTEPUUECKUE U3MEHEHUS Y TAKUX MallMEHTOK HACTYMAIOT 3HAYUTEIBHO
paHblle, YeM y 3I0POBBIX KEHUIUH. [Ipu 3TOM MPOUCXOAUT MOBBILICHUE YPOBHS

TOHAJIOTPONUHOB.
ComaroTponHasi pyHKIHA

UccnenoBanne ctumynupoBanHoi cexkperuu ['P (Ha mpobax ¢ kiodennHom,
WHCYJIMHOM U JIp.) TPOJEMOHCTPUPOBAIH JIUOO0 aiekBaTHbIN BbIOpoc I'P B oTBET Ha
CTUMYJISILIHIO, JTUOO ONMM3KHUI K HOpMaJbHBIM MoKa3zarensiM. CHUKEHHE CeKpeluu
['P y neBouek ¢ CIIT B Bo3pacTe AOMKHOTO, HO HE HACTYyNUBIIEro mybdeprara,
0OYCJIOBJIEHO TUIOACTPOTEHUEN U KOMIIEHCUPYETCS MPU 3aMECTUTENBHON Tepanuu

HU3KHMH J103aMH 3cTporeHoB (D).
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VY neBouek ¢ CIIT obHapyxeH cHIKEHHBIN ypoBeHb UDP-1, xoTopslii He-
00X0oauM T ocyliecTBiIeHus nepudepudeckoro 3gpdekxra ropmona pocra. [loka-
3aHO, YTO TEpanusi HU3KUMU J03aMH 3CTPOr€HOB yBeJIn4unBaeT ypoBeHb DP-1 B
KPOBH 37J0POBBIX JIEBOYEK, TOTJA KAK BBICOKHE J103bI 3CTPOT€HOB, HANPOTHUB, CHU-
)KarT ypoBeHb DOP-1.

Panee npennonaranock Hamuuue npu CIIT yacTUYHOM PE3UCTEHTHOCTH K

['P u UDP-1. Ognako 310 TpeOyeT AATbHEUILIErO N3yYEHUS.
Tupeorponnas pyHKkuus

ITpu CIUT oTrMeuaeTcsi MOBBIIIEHUE YACTOTHl TaKUX 3a00JIEBaHMM, KaK TH-
peouaut XamruMoTO, TUIIOTUPEO3, THIEPTUPE03. AHTUTENA K TKaHAM IIUTOBUHOU
xene3bl HaxomiaT y 60% nereit ¢ CIIT, ogHako KIMHUYECKUE TTPOSIBIICHUS 3a001e-
BaHUsl BCTPEYAIOTCS ropaszno pexe (runotupeo3 B 4% cmyuaen). lpu Hammuuun
130-X-XpOMOCOMBI PUCK ayTOMMYHHOTO IMOPAKEHUS IUTOBUIHOM KEJIE3bl MOBBI-

mraercs (D).

Ju¢pepeHunaNbHbINA TUATHO3

Otaenbable cumnrToMbl CHIT MoryT BcTpeuaThesl IPU MHOXKECTBE pasiiny-
HBIX COCTOSHUM W 3a00JIeBaHWM, HO OIICHKA KJIMHUYECKOW KApTUHBI B IICIIOM
OOBIYHO TOMOTAET MPABUIIBHO YCTAHOBUTH AHATHO3.

OpHako CyIIEeCTBYEeT T€HEeTHYecKoe 3abojieBaHHe, CUMITOMBI KOTOPOIO
cxonubl ¢ CIIT. DTto 3aboneBaHre HOCUT Ha3BaHHWE cuUHApoma HyHaH mo mmeHu
aBTOpA, BIIEPBbHIE €r0 OMKUCABLIEH.

Cunnpom Hynan - 3aboneBanue, umeroniee pernorunuyeckue dyeptol CILT
¥ HOpPMaJIbHBIA HA0Op MOJOBBIX XpPOMOCOM. YacTtoTa BCTpEYaeMOCTH CHUHApPOMA
nocturaet 1:8000 HOBOpOXKAEHHBIX JeTeil o0oero moja. 3a0ojieBaHUE UMEET ay-
TOCOMHO-JOMUHAHTHBIA THII HACJIEIOBAaHHUS WJIM BCTPEYAETCS CHOPATUYECKU H
0OYCJIOBJIEHO 3KCIIPECCUEN MATOJOTUYECKOr0 I'eHa, JIOKAIM30BaHHOTO Ha JUITMHHOM
riede 12-i XpOMOCOMBL.

HI/IBKOpOCHOCTL THUIIMYHA JJIA JaHHOTI'O 336OJI€BaHI/ISI, 1 KOHCYHBIMN POCT 11a-
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IIMEHTOB HE nocTuraet 3-il mepueHTunu. [lomoBas u penpoaykTuBHast GyHKIUS Y
JKEHILUH CTpaJaeT HE3HAYUTEIBHO, XOTs MyOepTaT, KaKk MpaBWio, 3ajepxaH. Y
MaJbYMKOB YacCTO UMEETCS KPUIITOPXU3M, TMIIOIUIa3usl TECTUKYI. B mybGepratHOM
BO3pACTe BBIABISIETCS THIEPTOHAIOTPOITHBIN THUIIOTOHATU3M. Y OOJBIITMHCTBA
B3pPOCJIBIX MYKUMH (DepTUIBLHOCTH HapylieHa. Bee manuenTsl ¢ cunapomom Hynan
MMEIOT BBIPAKEHHBIE CUMITOMBI TUCAOMOpHOreHe3a. TUNMYHbI QanuaibHble aHO-
MaJliy: MTO3, HU3KOE PACIOJIOKEHHE TIa3HbIX 070K, aHTUMOHTOJIOUIHBIN pa3pes
rJas.

Bo3MoxHBI U JIpyrue TepHEpPONOAOOHbIE U3MEHEHHUS: aHOMAJIUU TPYAUHBI,
YKOpPOUEHHE I1Ie, KPhUIOBUAHBIC CKIaAKU 1ien. Hanbomee cephe3HbIMU MPOSIBIIE-
HUSMU cuHAapoma HyHaH SIBIISIIOTCS KapAUOBACKYJISPHBIE HAPYIIEHUS, HO B OTJIM-
yue oT CIIUT nopaxaroTcst mpaBbie oTAeNbl cepana. JuddepenumanbHas guarHo-
ctuka ¢ CILT ocHOoBaHa Ha onpeIeICHUN KapUOTHIIA.

Koneunslit poct ManpunkoB okoio 160,0-162,0 cMm, aeBouek - 150-152 cwm.
Y 50% manueHToB oTMEYaeTcs 3aepKKa YMCTBEHHOTO pa3ButTus. Cekpenus rop-
MOHa pOCTa HE HapylleHa

B tabnuue 4 npuBoasTcs ocHOBHbIE Au(epeHInaIbHO-IUarHOCTHYECKIE
npusHaku, omnyaromue CIIT ot cunapoma Hynan (D).

Tabnuya 4
JAuddepenunanbHo-quarnoctudeckue oranuus cuuapoma Illepemesckoro-TepHepa u
cunapoma Hynan

Ilpusnak Cungpom lllepemeBckoro-Tepuepa Cunapom Hynan
Buemnuii Bua Tunuunenii s cuagpoma Illepemes- Ouens moxox Ha cuHzapoMm Ille-
ckoro-TepHepa pemeBckoro-TepHepa
ITopoxu cepana Ilopokn neBbIX 0THENOB cepaua, cre- Ilopoku mpaBbIX OTAENIOB cepaua,
HO3 a0pTHI CTEHO3 JIETOYHOMN apTepHuu
YMcrBeHHOe pa3Bu- OOBIYHO HOPMAJIbHOE Hapymeno y 40% 60nbHbIX
THE
JliiMHa Tes1a IpH MeHbl11€ HOpMBI Hopmanbnas
POKICHHHU
KoHeuHslii poct CHMXeH CHuxeH B 50% ciaydaes
TI'onaabl Jlicrenesns rosay OOBIYHO HOpPMAJIbHBIE
Iox Kenckuit MyKCKOH M )KEHCKHH
Kapunorun N3menen (45,X unm npyrue Bapuasn- HopmasbHbIi
TBI
)
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5. Meaumuuckoe oociienoanue 00abHbIX ¢ CHIT

Knuanueckoe pasHoobpaszue cumntoMmoB, xapaktepHbix st CIIT tpeOyet
WHTErpallii Bpadyeil pa3iMyHbIX CHEIUATBHOCTEH C IENbI0 MAKCUMAJIBHOTO YIIy4-

[IEHUS KaUueCTBa KU3HU OOIbHBIX.
IlepBuuHOe 00c/IeI0BAHME

Ha ocHoBanuu xano0, NaHHBIX aHAMHE3a, TUIUYHON KIMHUYECKOW CHUM-
NTOMAaTUKA MOXHO MPEANOJIOKUTh Hanuuue y aaHHo OomnbHOW CILT. Onnako
JTIMAarHO3 MOKHO CUUTATh YCTAHOBJIEHHBIM TOJIBKO 10 PE3yJIbTaTaM Kapuomunupo-
sanusn (cmotpu BoIe) (D).

[TaiuenTaM C BIEpPBBIE BBISBICHHBIM JUArHO30M MPOBOJUTCS 00OCIeIOBa-
HUE, HAIPABJICHHOE Ha OIICHKY CTETICHH BBIPAXKEHHOCTH aHOMAJUH, XapaKTEepPHBIX
JUISl TAaHHOTO 3a00J1€BaHU.

Anmponomempusn

Poct

s xkaxxnoro pedenka ¢ CIHIT nociie u3mepeHus pocTa CO3AaeTCsi UHIUBU-
NyalibHasi KpuBasi pocTa (MCIHOJIb3ysl CIeHalbHbIe MEPIECHTHUIbHbIE KPUBbBIE IS
oonbubix CHIT. Ha nanHyro KpUBYIO BHOCSITCSI BCE UMEIOIIUECS MMOKA3aTEN POCTa
10 TOJIaM C MOMEHTAa POXKICHUS.

Bec

HyxHo oOpaTuTh BHMMaHHE Ha BEC MAlMEHTKH, B Cliy4ae HaJIUYMUS U30bI-
TOYHOTO B€Ca HA3HAYUTh COOTBETCTBYIOIIYIO JIUETY.

Ynaempaszeykoeoe oocreoosanue:

VYabpTpa3BykoBoe 00cieq0BaHUE OPraHOB MaJIOro Ta3a, OPIOLIHOM MOJOCTH U
3a0pIOIMIMHHOTO MPOCTPAHCTBA MO3BOJISIET BBHISIBUTH AHOMAJIMU PAa3BUTHUSI BHYTPCH-
HUX OpraHoB (ITOYKH, TI€UCHb, CEJIC3EHKA), TUIIOTIJIA3UI0 WU aIlJIa3ui0 SSIMYHUKOB.

Penmezenonozuueckoe oocneoosanue

OmnpeneneHrue KOCTHOTO BO3pacTa

HCCJ’IGI{OB&HI/IC KOCTHOI'0 BO3pacCTta UMECT BAXKHOC 3HAUCHUC JII KOMILJICKC-
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HOW OIICHKM POCTa M IMPOTHO3e KOHEYHOro pocta. [y ompeaencHus KOCTHOTO
BO3pacTa B MOCIEAHHUE TOIbI BCe OOJIbIee MPEANOYTEHUE OTaaeTCs Metoay I 'peii-
nuxa-ITaiina (Greulich & Pyle, 1959). Ouenka Befercs Mo peHTTeHOTpaMMe JICBO#
KACTH OOJIBHOM C JTyd4e3aIsiCTHBIM cycTaBoM. Ompeae/ieHHe KOCTHOTO BO3pacTa
IPOM3BOJIUTCS IO aTJIacy IyTEM COIMOCTaBICHHs ¢ GoTorpadusMu ¥ OMUCAHUSIMH
PEHTTCHOTpaMM, KOTOPBIC B OINPENCICHHBIC BO3PACTHBIC MEPUOMBI Pa3IUYAIOTCS
HE TOJBKO KOJHMYECTBOM SAE€p OKOCTCHEHHSA, HO M HUX pa3sMepaMd M B3aMMHBIM
pacriosniokenueM. Y 6onbHBIX ¢ CILT pasHuiia MeXAy MaclmopTHBIM BO3PACTOM H
KOCTHEBIM cocTaBJiisieT 1-2 roaa.

PeHTreHo10ruuecKkoe NCCICIOBAHNE KOCTEH CKeJieTa

PenTrenomorndeckoe MccieI0BaHUE KOCTEH CKelleTa HeOOXOJIWMO IPOBO-
JATh TOJBKO B CIIy4a€ HAIMYMUS COOTBETCTBYIOIIMX KIMHUYECKHX CHUMIITOMOB
aHoMayinii ckenera. Y geBouek ¢ CIIT moBblllieH pUCK BPOXKACHHOW AUCILIA3UU
TazobenpeHHoro cycrana, y 10% aeBodek B MOAPOCTKOBOM BO3pacTe pa3BUBACTCS
CKOJIMO3.

T'opmonanvnoe oocnedosanue

Onenka cexpenuu CTI

['opmonanbHas quarnoctuka aeduiura I'P mpoBoanTCs TONBKO y TeX 00b-
HbIX ¢ CIIT, pocT KOTOPBIX OKa3bIBAECTCSI HUKE S-TIEPLIEHTUILHON KPUBOU AJIs J1e-
Bouek ¢ CIUT

IIpu 3TOM OoxHOKpaTHOE ompeneneHue I'P B KpOBU HE MMEET AUArHOCTHUYE-
CKOr'0 3HA4YCHHUs, T.K. DNIM30IMUECKUN Xapakrep cekpeuuu ['P He uckirouaer Bo3-
MO>KHOCTH MOJTYYEHUs! KpallHe HU3KUX 0a3aIbHBIX €ro 3HAaUeHHUH J1axke y 3J0POBBIX
nered. B ¢Bsa3u ¢ aTuM ucnonb3yrores I'P-ctuMynupyronme TecTsl U ONpeIesICHUE
N ®P-1 B cBIBOPOTKE KPOBH.

B xnuHMueckoi mpaktuke Hanbosiee 4acTO UCHOJB3YIOTCS MPOOBI C UHCY-
JuHOM, KiodenuHoM, L-m1omna (Tabmwuia 5).

Comamomponuas HedoCmamouyHoCmsb OUACHOCMUPYEMCsl, eClu MAKCUMATIb-
Holll 8biopoc I'P na ¢hone cmumynayuu menee 10 ne/ma.

Bce ctumynsanuonnsie npoObl MpoBoAdTCs yTpoM Hatomak. Ilepen mpose-
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JIeHHEeM TMpoObl B BEHY YCTaHABJIMBAIOT UIy-0abouky uim katerep. llepmonnu-

HOCTh 3a00pa Mpo0 KPOBU B MUHYTAX MPHU PA3IUYHBIX TECTaX pa3iudyHa U Mpea-

CTaBJIeHA B TalJIHIE 5.

Tabnuua 5

CTI -ctumyaupyroniue npoobl

CrumyasiunonHasi Jlo3a u MeTo BBeleHHsI
npoda

Bpemss  3a0opa IloGounbie 3¢ dexThI
npoo KpOBH
(MuH)

HNucynun (kopor- 0,1EJl/kr, BHyTpUBEHHO

0, 15, 30, 45, 60, 'unornmukemus

KOr0 J1elcTBHs) CTPYHHO 90, 120
Kinodeann (k10o- 0,15 Mr/mM°, BHYTpb 0, 30, 60, 90, 120 CHmxeHue  apTepu-
HUJIVH) aJIbHOT'O JIaBJICHUS,
COHJIUBOCTh,  Opaau-
Kapavst
L-nmona (;ieBogodpa) 125 mr ecnu Bec < 15 kr 0, 45, 60, 90, 120, Peora, TOwmIHOTA, TIO-
250 mr, ecia Bec ot 15 o 35 kr 150 JIOBHAs1 00JIb

500 wmr, ecnu Bec > 35 Kr, BHYTpPb

IIpo0y ¢ MHCYJIMHOM HEOOXOAUMO MPOBOAUTE C OOJIBIION OCTOPOKHOCTHIO

B CTallMOHApe, B MPUCYTCTBUU Bpada. [[poTHBONOKa3zaHueM AJi1 IPOBENECHHUS MIPO-
Obl SIBJISIETCS HU3KUW YPOBEHb IIMKEMHUH HaTomak (meHee 3,0 MMoOJIb/JT), HAAMO-
YyeyHasi HEJOCTaTOYHOCTh C HU3KUM §8-4acOBBIM YPOBHEM KOPTHU30J1a B KPOBH (Me-
Hee 140 HMOIB/1T), a TaK)KE HATMYUE B aHAMHE3€ Y peOeHKa dIUIICTICUU.

NHcynuH KOPOTKOTO AeNCTBUSL BBOAAT BHYTpUBEeHHO B f03¢ 0,1 En/kr mac-
Cbl Tena. 3a00p BEHO3HOI KPOBU MPOU3BOAST O BHYTPUBEHHOTO BBEACHUS MHCY-
nuHa u yepe3 15, 30, 45, 60, 90, u 120 muH. B xaxxoM oOpasiie onpenensoT ypo-
BeHb ['P.

['maBHOE ycnoBHe MPOOBI COCTOUT B 00A3aTEIbHOM CHUKEHUH TJTUKEMUHU Ha
50% u Oosiee 0 CpaBHEHMIO ¢ 0a3ajbHBIM YpPOBHEM (WJIM HMXKE 2,2 MMOJIB/J).
Hanbonbiniee majeHne TIMKEMHH OTMEYaeTCs OObIYHO uepe3 15-30 muH. mocne
BBEJICHHS MHCYJIMHA. B 3TO BpeMsi 0TMEYaroTCs KIIMHUYECKHUE MTPOSIBICHUS THUIIOT -
JMKEMHUH B BHJI€ OTJIIMBOCTH, TAXUKAPJIMU, YyBCTBA rojioja, cnadoctu. Ilpu noss-
JIEHUU CHMIITOMOB TSKEJION TMIOIIMKEMHUH (MIOMpAadeHUE CO3HAHHUsS, CYIOPOTH)
po0y HEMEUIEHHO MPEPHIBAIOT BHYTPUBEHHBIM BBeaeHreM 40% rimoko3sl (5-10
MJT).

IIpo6a ¢ kJodeJMHOM BEJIET K CHWKEHUIO apTepUaJIbHOIO JABJIEHUS, BS-
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Jgocty, Opaaukapauu. B cBA3M ¢ 3TUM HEOOXOJUM MOHUTOPUHT apTEPUATIHLHOTO
JABJICHUSI M YacCTOTHI CEPJCYHBIX COKpALIEHUH B KaXXI0M TOYKE 3a00pa KpOBU U
KaKk MUHMMYM B TE€YEHHME 3 4acoB IOCJI€ BBEJIEHUS KiodenuHa. B cioyuyae 3Ha4m-
TEIBHOTO CHWKEHHS apTepHaAIbHOTO JABIICHUS IOCIE MPOObI BBOAUTCS KO(PEHH
IIOAKOXXHO WIM THIPOKOPTU30H BHYTPUMBIIIEYHO B BO3PACTHBIX 103aX.

OnpenejieHHe THPEOUIHBLIX TODMOHOB

OuenuBaercs ypoBenb TTT, cB. T4, Tak kak y 10-30% nanuentok ¢ CIIT
pa3BHUBACTCS THIIOTHUPEO3.

Onpeneaenune JII' u ®CI

JII', ©CI" onpenensitorcsa B 13-14 ner nepen HadyaioM 3aMECTUTEIIBHOM 3CT-
pOTEHOTEpANKK, YTOOBI MCKIIIOUUTh HAYaJIO Pa3BUTHUSL CAMOCTOSATEIBLHOTO MyOep-
TaTa.

KoHTPOJb ININKeMuu

B nerckom Bo3pacTe HapylleHHE TOJEPAHTHOCTU K TIIIOKO3€ Y OOJBHBIX C
CHIT Bctpeuaetcs HeuacTo. Kontpons rmukemuu, CI'TT HeoOXoquM y OOJIBHBIX
C O)KMpPEHHEM, TIEPE]] TEPANKNENl TOPMOHOM POCTa, OKCAHIPOJIOHOM.

Koncynemauyusa xkapouonoza u uccieooeanue cepoeuHo-cocyoOucmoil cuc-
memwt. JIo 60% manuentoxk ¢ CIIT umeroT Matogorvi CepaedyHO-COCYAUCTOU
cuctembl. B 30% cnyuaeB BCTpedaroTCsi BpOXkKACHHBIC MOPOKHU cepama. [Ipeodna-
JAI0T Cpeld HUX KOapKTalusi aoOpThl U MOPOK OMKyCHUAAIBHOTO KiamaHa. B oc-
TaJbHBIX CJIy4asX OTMEYAlTCs (PYHKIIMOHAIbHBIE HApYIICHUS CEeplIeYHO-
COCYJIUCTOM CHUCTEMBI - apTepualibHasl TUIEPTEH3MUs, POJIAC MUTPAJILHOTO KJla-
nana. [IpoBoauTcss u3mMepeHue apTepUaIHLHOTO JABJICHUS HA BEPXHUX M HIDKHHUX
KOHEYHOCTSIX, ayCKyJbTaIlus cepjia, peHTreHorpadus rpyaHoit kietku, IKI,
yJIBTPa3BYKOBOE HCCIIEIOBAaHHUE cepiiia u cocynoB. I[Ipu 3aduxcupoBaHHOM TIO-
BbllIeHUU AJ[ MpoBoaUTCA CyTOUHOE MOHUTOpHpoBaHue A/l

Koncynemayusa zunexonoza y nanueHtok crapme 13-14 ner, nepen Hava-
JIOM 3CTPOTE€HOTEpaInH.

Koncynomayus okyaucma c onpeeaeHueM OCTPOTHI 3pEHUS: y MAlUEHTOK

¢ CIUT yacro HaOmr0gaeTCs MTO3, AMUKAHT U CTPaOU3M, a TaKKe HAPYIICHUS 3pe-

27



HUS B BUJIC aMOJIMOIIUA U TUTIEPMETPOTTHH.

Koncynemayua omonapunzonoza ¢ ONPENEICHUEM OCTPOTHI ciyxa: 30-
50% OoNBbHBIX MMEIOT HApYIIEHUS cllyXa B BUJAE MPOrpeccUpyromieil HelpoceH-
COPHOU MJIM KOHITYKTUBHOU TYTOYXOCTH.

Koncynomayusa opmooonma B 8-10 neT: MaleHbKas HUXKHSS YEIIOCTh U
pPETPOTrHATU3M MOTYT BECTH K HEMOJHOMY CMBIKAHHUIO 3yOOB U APYTUM aHOMAJIUSM
3yOHOTO psja.

Koncynomayusa ncuxonioza: npu NEPBOM IOCEUICHUH TICUXOJIOT JIOJKEH
ITIOMOYb ITALIMEHTKE U €€ CEMbE CIIPABUTHCA C U3BECTUEM O HATUYUE XPOMOCOMHOMU
aHOMAJIMU U €€ MOCIEACTBUI. B nanbHeieM KOHCYIbTalus MCUXo0jiora Heo0xo-
nuMa g penotBpanieHus xapakrepubix Aig CHIT ncuxonornueckux mpooiem,
CBSI3aHHBIX C HU3KUM POCTOM, OCOOEHHOCTSAMH BHEITHOCTHU U 33JIEP>KKOM MOJIOBOTO
pa3BUTHSL.

Koncynomauyuu epaueii opyux cneyuanvnocmeii (Heposuora, opronena,
JIOToneAa, MIACTUYECKOTO XUpypra 1 T. ) B 3aBUCHUMOCTU OT BBISIBJIEHHBIX 3200-
JIEBAaHUW U IOPOKOB Pa3BUTHUSA

[IpoBomsTCA TaKkXke cmanoapmHble KIUHUKO-NAOOPAMOPHbBIE UCC1€006a-
HUA.

I'eneTnyeckoe xkoHcyabTHpoBaHue AeByliek ¢ CIIT u ux poaureseid.
BeposiTHOCTh nosiBNIeHUs B cembe BToporo pedenka ¢ CILUT Bbicoka npu Hanuuuu
TPAHCJIOKALMU X-XPOMOCOMBI Y OJJHOTO U3 POAUTEIIEU, B OCTAIBHBIX CIIyyasX OHa
TakKas ke, Kak B 0011l OMYJISLUH.

[IInpokoe pa3BUTHE METOAOB SKCTPAKOPHOPAIBHOTO OIUIOJOTBOPEHUS IO-
3BoJisttOT keHnHe ¢ CIIT BeiHAmMBaTHL OEPEMEHHOCTH U POXKATH (IKCTPOKOPIIO-
paibHOE OIUIOAOTBOpeHHUE yaaercs npousectu 50-60% sxenmun ¢ CHIT, obpa-
TUBIIMXCS B CHEUUAIM3UPOBAHHBIE LEHTPHI). [ AeBOYEK, UMEIOIIUX CIIOHTAH-
HBIM, HO KPATKOBPEMEHHBIN NEPUOJ OBAPUAIIBHOM aKTUBHOCTH, BO3MOYKHA KPHO-
KOHCEpBalLMs OOLMUTOB C MOCIEAYIOIIMM HX OILUIOAOTBOPEHUEM U BHEAPEHUEM B
SHIOMETPUIN MAIIMEHTKH, Kearolled UMETh peOeHKa.

BepositHOCTE poskzienus: 60sibHOTO pedbenka y skeHiuHbl ¢ CIIT Bhiie, yem
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y 3I0POBBIX JKEHIIUH U 3aBUCUT OT KOHKPETHOTO BapHaHTa XpPOMOCOMHOM aHOMa-
JIMYU y TIAMEHTKH. BbICOKa BEpOSTHOCTh pOXKACHUS peOeHKa ¢ cuHapoMoM JlayHa,
spina bifida, mopokamu cepama. B mogoOHBIX citydasx HEOOXOIMMO TpEIBaAPH-

TEJIbHOE N'€HETUYECKOE TECTUPOBAHUE SMOPHOHA.
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6. Jleuenue

OcHoBubIME 331auamu Jiedenust 6onpHBIX ¢ CILT B meTckoM U moapocTko-
BOM BO3DPacTe SABJIAKOTCS CIICIYIOLINE:

* YBEJIMYEHUE KOHEUYHOT'O POCTa;

* ¢opMHpOBAHNWE BTOPUYHBIX TMOJOBBIX MPU3HAKOB M YCTAHOBJICHUE PETY-
JSIPHOTO MEHCTPYaJIbHOIO LIMKJIA;

* KOPPEKIIHS TOPOKOB PA3BUTHUS, JICUCHHE COMYTCTBYIOIINX 3a00JI€BaHU;

* Npo(hUIaKTUKA OCTEONIOPO3A.
Jleuenue nuzxopocinocmu npu CIUT npenapamamu pekomounanmuozo I'P

Ha ceroansiianit nens sedenne HP npu CIIUT BkimrowaeT npumeHeHue pe-
koMOuHaHTHOTO I'P (pI'P), MoaydyeHHOro ¢ UCMOJB30BAHUEM TEXHOJIOTHU PEKOM-
ounantHoi [IHK. /lanHnoe 3a0osieBanue siBisieTCsl HAMOOJIEe YacThIM TTOKA3aHUEM K
tepanuu pI'P (o ganusiM MexyHapoaHoro uccienoBanus KIGS B 1996 r.,oxomno
15% naruenToB, Hy»aatomuxcs B repanuu pI'P — neBouku ¢ CILT). B Poccuu B
HACTOsIIIee BPEMs 3aperucTpupoBanbl npenapatsl pI'P Heckonbkux ¢pupm: Hopau-
tpoiuH Novo Nordisk), I'enotponun (Phiser), Xymarpon (Eli Lilly), Caiizen
(Merck Serono), Pacran (YdaButa). OnbiTr npumenenust pI'P B mexayHapoaHon
MPAKTUKE 32 MOCIECIHUE 15 JeT Mmo3BOJISIET CYMTATH 3TOT BUJ TEPANMU METOAOM
BoIOOpa st jeueHust Huskopocioctu (HP) mpu CILT. CoBpemMeHHass METOAMKA
npuMenenus: pI'P uenoBeka s neuenuss HP yaeBouek ¢ CIUT pexomenayer cie-
OYIONIYI0O CXEMY TEepanuu: €XKeJIHEBHOE MOAKOKHOE BBEJICHHE B BEUEPHHE YACHI
(20-22.00) B mo03¢e 0,05 Mr/kr/cyT

Tepanuto pl P mpekpaiaror, Korjga KOCTHbIA BO3PACT HAUMEHTKU CTAHOBUT-
csl paBeH 15 rojgaM, a CKOpOCTh pocTa NagaeT A0 2 CM/TOJ

Henbto neyenus pI'P npu CIUT siBasieTcst CTUMYIISILIUASL POCTa CBEPX FEHETH-
YeCKOro mnoTeHuuana. Yem mnpoAoKUTENbHEE POCTCTUMYIMPYIOIIEE JICUCHHUE B
npenyOepTaTHBIA MEePUOJ, TeM BBINMIE KOHEUHBINH pocT. OTMeUaroTcs: MHAUBUIY-
aJbHbIE OTJIUYMUS B UYBCTBUTEJIBHOCTH K POCTCTUMYJIUPYIOUIEH TEpanuud B 3aBU-

CHUMOCTHU OT TAKHUX q)aKTOPOB, KaK CTCIICHb OTCTaBaHMA B POCTC HAa MOMCHT Hadalia
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Tepanuu, UEeIeBOM POCT (OCHOBAHHBIN Ha MOKA3aTeNSIX pOCTa POAUTENEH ), BO3pACT
Ha MOMEHT HadaJla TepallvH, JUINTEJIIBHOCTh Tepanuu. J[aHHbIE MHOTOYMCIIEHHBIX
MCCIIEIOBAHNUM MOKA3bIBAIOT, YTO Ha3HaueHHe pI'P BBI3BIBAET yBEIWYEHUE CKOPO-
CTH POCTa W 3HAYUTENBHO YJIYYIIAET POCTOBOW IpOrHo3. Ilpu mmurensHOM Tepa-
MY B T€YEHHUE MEPBOro rojia HaOIIOJANIOCh YBEIMUYEHHE CKOPOCTH pOCTa B Cpej-
HEM /10 7 cM/ToJl, Ha 2-M rojfy — MOYTH Ha 6 cM/Toj U B TeueHue 3-ro rojga — S
CM/TOJI, UTO OCTaeTcs BBIIIE, YEM Y HeJIeUeHHBIX 00sbHbIX .KoHeuHas nmpubaBka B
pocTte, onpeaensieMas Kak pa3HUIAa MEK/1y KOHEYHBIM POCTOM U MPOTHO3UPYEMBIM
POCTOM J0 HayaJia T€paIuu, Mo JAHHBIM Pa3HbIX aBTOPOB, COCTABIAET OT 3,5 10 9
CM, a UHAUBHUAYAIIbHBIE MOKa3aTrenu — OT 4,7 no 21 cm Ilpu cBoeBpeMeHHO Haua-
TOM JICYEHUU B AJICKBATHOM PEXUME NO3WPOBAaHMS W BBeleHHs mnpenapaTtoB [P,
WCIIOJIb30BAaHNN ONITUMU3UPOBAHHON 3CTPOr€HOTEPAIINH yIAETCS JOCTOBEPHO yBE-
JUYUTh KOHEYHBIM POCT 10 JOCTUAKEHHUS S5-TO MEPUESHTHIIS NOMYJIALNU 310POBBIX
xeHIKH. [Ipu mpoBeneHUuN poCTCTUMYIUPYIOUIEH Tepanun HEOOXOAUM MOHHUTO-
PHHT y TeIuaTpa-3HA0KPHHOIOTa Kax bie 6 Mecsies (D).
Hnoykuyusa nyvepmama

[{enpro 3CTPOreH3aMEeCTUTENBLHOM TEPANUK SIBJISIETCS MAKCUMAJIbHO IOJHAs
MMUTALUSA HOPMAJIBHOIO I0JIOBOI'O PAa3BUTH. Y 3I0POBBIX I€BOYEK HAYajo pa3Bu-
THS MOJIOYHBIX eje3 (Tenapxe) HactymnaeTr B Bo3pacte 10,5+2 roga. [Iporecc mo-
JIOBOTO CO3PEBAHUs HAUMHAETCS C TEJIAPXE U 3aBEPIIAECTCS NIEPBOA MEHCTPYAIBHOM
peakiuelt (MeHapxe) U mpojoipkaeTcs okojo 2,5 mer. [Iporece momoBoro pa3Bu-
THsI OLIEHUBAETCS MO CTAWSM PAa3BUTHUS MOJIOYHBIX KeJie3 o TaHHEpY W yJbTpa-
3BYKOBOM KapTHHE U3MEHEHUM MATKHU U SIMYHUKOB. /[0 Hadana 3CTpOreHoTepanuu
HEOOXOJMMO MPOBECTU MCCIIEIOBAaHUE YPOBHS TOHAJOTPOIHBIX TOPMOHOB, YTOObI
yOeuThCsl B OTCYTCTBMU BO3MOKHOTO CIIOHTAHHOTO IyOeprara. Bricokue nokasa-
TEJIM TOHAJOTPOIIMHOB ITO3BOJISIIOT HA3HAYATh 3AMECTUTEIIBHYIO TEPAIIUI0 dCTPOTe-
Hamu . [Ipu nmoiayyeHun HOpMabHBIX MOKa3aTeed JIFOTEMHU3UPYIOLIETO FTOPMOHA
(JIT') m ®CI' HeoOX0IMMO MPOBOAMUTH YJIbTPA3BYKOBOE HUCCIEIOBAHHWE MAaTKU U
AUYHUKOB. [Ipy 3TOM HEOOXOAMMO YUUTHIBATH 10303aBUCUMOE (B HU3KUX J103aX —

CTUMYJIMPYIOIIEE, a B BBICOKMX — TOPMO34Ilee) JACUCTBUE ICTPOre€HOB HA CO3pe-
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BaHue ckenera. Ha maHHBI MOMEHT IpeCTaBisieTCs HeleaecooOpa3HbIM OTKIIa-
JbIBaTh UHAYKIMIO IMyOepTaTa, Tak KaK 3TO HETaTUBHO BJIMSET HA MCHUXOCOIUATb-
HOE CTaHOBJIEHUE, a TAKKE Ha KOCTHYIO CUCTEMY M JIPYTH€ acClEKThl 30POBbs Ia-
LIUECHTOK. Y CTAHOBJIEHO, YTO 3aMECTUTEIIbHASI TEpanus 3CTPAIAUOIOM ¢ 12 neT He
OKa3bIBA€T HETATUBHOI'O BIMSAHHUS HA KOHEUHBIA POCT NMALMUEHTOK IMPU JICUCHUU
pI'P . Hu3kue 1036l 3CTPOr€HOB MOTYT IpUMEHAThCA ¢ 12 mer. KpoMe nepopaib-
HBIX (OpM, MOTYT OBITH HCIIOJB30BAaHBI TPAHCACPMAILHBIC 3CTPOTCHBI, a TAKKE
neno-gopMel kKak Oosee ¢u3MooTuYHas anpTepHaTuBa. HauanbHas g03a cocras-
astet 1/10 (0,2 mr)umm 1/8 (0,25 Mr) ot B3pocioit A03bl (2 Mr) 3cTpaauosna,c mo-
CTEIICHHBIM YBeJIMYeHHEM 10361 B TeueHue 2 et (D).

3aTeM HAaYMHAETCS MPUEM 103, SKBUBAJIICHTHBIX J03aM y MOJIOABIX >KEHIIUH
(2 mr sctpaguona B cyt, 0,IMr TpaHcaepMaibHOTO ACTpaauoia B CyT Wi 2,5
MTI/MEC ACTPaIMoJia TUMIPONMOHATA JUIsl BHYTPUMBIIIIEUHOTO BBeACHUs). [ HOP-
MaJbHOTO Pa3BUTHS MAaTKU M MOJIOYHBIX KEJI€3 CUMTAETCS 11eJ1ecCO00pa3HbIM MO I-
KIIFOUEHHUE MPOTECTEPOHA HE PAaHEE, YEM Yepe3 2 roja OT Hadalla dCTPOreHoTepa-
MWW WK JI0 HadaJla JOCTHKEHUs MeHcTpyauuid. CHHTETUYECKHE OpalibHble KOH-
TpalECNTUBLI HE PEKOMEH/I0BaHbI, TAK KaK OHU COJIEP>KAT BHICOKHUE J103bl CUHTETH-
YECKHX 3CTPOrE€HOB, & CUHTETUYECKUE MPOTECTUHBI MPENMATCTBYIOT HOPMAIIBHOMY
pa3BUTHIO 1MOJIOBBIX opraHoB (D).
Koppekuus enewnux anomanui

[IpoBomuTCS TOJNBKO B Ciiydae 3HAYUMOTO KOCMETHYECKOTO JedekTa (Kpbl-
JIOBUJIHBIE CKJIAJIKH II€W) WJINA NMPU HAPYIIEHUU (DYHKIMU OopraHa (Hampumep, BbI-
paxeHHbI 1T03). Hy’)KHO MOMHHUTB O TPEIPacioyioKEHHOCTH K 00pa30BaHUIO Ke-
nounsbix pyoroB npu CILT . Hexotopsie neBouku ¢ CIIT CKIOHHBI K pa3BUTHIO
oxxupenus. bonbabie CIIT Haxonarcs B rpymme pucka 1o passuturo Al' u caxap-
HOTO Auabera, a OKHPEHUE JIeJacT pa3BUTHE ITUX 3a00JieBaHM 00Jiee BEPOST-
HbIM. K TOMY k€ M30BITOYHBIN BEC B COYETAHUHU C HU3KHUM POCTOM M JUCIUIACTHY-
HBIMU Ye€pTaMH JUIAa U (GUTYPBl MOXKET CO3/1aBaTh JOMOJIHUTEIbHBIE ICUXOJIOTH-
yeckue TpyaHocTh. [loaTromy HE0OX0MMMO KOPPEKTUPOBATH MPUBBHIYKY MUTAHUS U

BECTH aKTUBHBIN 00pa3 xu3Hu. [Ipu Heooxoaumoctu y namuentok ¢ CIIT nposo-
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nutcst Koppekiwsi AJl, yriieBogHOTO 0OMEHa, THPEOUIHOTO CTaTyca, JICYCHHE UH-
(eKImii MOYEBBIBOISIINX ITyTEH, AKTHBHOE JICYCHUE CPETHUX OTUTOB U JP.

B npogunakmuke ocmeonoposza urpaer BaXHyI poOIb JIUTEIBHOE Jieue-
Hue pl'P u 3amectuTensHas Teparnus MOJIOBBIMA TOPMOHAMH, YTO YIyYIIaeT Mpo-
THO3 JUIS TUIOTHOCTH KOCTH W BO3MOKHOTO pa3BUTHs ocTeorneHuu. Kpome Toro,
IUIS. ONTUMH3ALUN COXPAHEHHS KOCTHOW TKaHU BO3MOXKHO MPOQPIIAKTHYECKOE
npuMeHenue Kampius kKypcamu (¢ 10 mer — 1000 mr/nens, ¢ 11 mer — 1200

MT/JICHb ).
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7. Benenne nanuenTok ¢ CIUT B neauarpuyeckou npakTuke

Cxema HabOnw00enun 3a nayuenmxou c cunopomom Illepewesckozo-
Tepuepa (D)

Habnwoenue snookpurnonoea: 1 pa3 B 6 MecsIies.

AHWZDOI/ZOJI/Ien’ZDMﬂ, gHeceHue OaHHblX 6 quu@uaVa]leVlO Kapmy pocma,

KoHmpoab eeca: 1 pa3 B 6 MecsI1eB.

Koumpons ckopocmu pocma: 1 pa3 B 12 mecsues.

Onpeodenenue kocmuozo 8ospacma. 1 pa3 B 12 mecsieB (Ha (hoHEe Teparun).

YJan’Zl)036)/K080€ ucciedosaHue 6DIOWHOZZ noJjiocmu, 3G6D}OWMHH020 npo-

cmpancmsa: 1 pa3 B 3 roaa.

y]lbmde’@VKOGOe ucciedosanue mano2o masza: B 12 ner nepea Ha4yaJlIoOM 9CT-

poreHotepanuu. Eciu ypoBeHb TOHAJIOTPONMHOB HE TMOBBIIIEH, BO3MOXKHO CaMO-
CTOSITEJIbHOE Haudajlo MmybepTrara, HY>KHO HMCCIIEOBAaTh COCTOSIHUE TOHAJ MpU TO-
MOIIIH YJIbTPa3BYKOBOTO UCCIIETOBAHMS.

KOHI’I’ZDO]Zb apmepudailbHo20 dasnenus Ha PYVKAX U Hoz2aXx. 1 pa3 B 6 MCCALICB

Ipu OTCYTCTBMM NOBbIIEHNU AJl n npu noselmieHnnd AJl IpOBOOUTCS CYTOYHOE
MoHuTOpupoBaHue A/l 1 BereHre 60JILHOIO COBMECTHO C KapAHOJIOTOM.

Ixokapouoepagus: TMOBTOPUTH B TOJPOCTKOBOM BO3pacTe, MPHU HATUYHH

U3MEHEHHUI COBMECTHOC BCIACHHC C KapaANOJIOoraMu.

Konmpons caxapa kposu: 1 pa3 B 1Ba Mecsila Mpu J€4€HUU TOPMOHOM POC-

Ta, 1 pa3 B 6 MecsieB 0e3 JeYeHus.

Cmanoapmmulil 2110KO30MONEPAHMHbIL _mech. TIEpel HadaJoM JICUCHUS

TOPMOHOM POCTA.

Koumponw 3a yposenem T4, TTI: 1 pa3 B rof.

Onpeodenenue JII'. @CI: B 12 neT nepesl HAYAJIOM SCTPOreHOTEpaIuu.

Konmponv 0bwezo ananuza kposu, mouu: 1 pa3 B 12 mecsiies.

KOHWIDOJZb OUOXUMUYECKO20 aHaIU3A Kpoeu (eramuHuH. MpAaHCAMUHA3bL,

leKmMpoIUmsl, weaounas gocgomasa): 1 pa3 B 6 MecsleB NpU JICUSHUH TOPMO-
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HOM pOCTa, 1 pa3 B roj Opu JICYEHUH TOJIBKO ICTPOTE€HAMM.
Koncynomayus omonapuneonoza ¢ onpedenenuem ocmpomul cayxa: 1 pa3 B

12 - 24 mec.

Habnwoenue rapouonoza, Hepdponoza, opmoloHma, opmoneod, OmoJd-

PUH20.Jloed U 0pv2ux epaqeﬁ—cneuuaﬂucmoes B 3aBUCHUMOCTHU OT UMCIOIIIUXCA 3a00-

JICBAaHUU U ITIOPOKOB PAa3BUTHA.

Habnwoenue ncuxonoca: B 3aBHCUMOCTH OT peKOMeHI[aHI/Iﬁ IICUXxoJjora.

O6s3atensHO B myOepTaTHBIA nepuoj. [lcuxorepaneBTuyeckoe JieYeHUE TO0KHO
OBITHh HAINPABIEHO HAa KOPPEKIHUIO CAMOOLEHKH, NOOUIPEHHE MAIlMEHTOK K MpPOsB-
JICHUIO COIMAIbHOM aKTUBHOCTH, KOPPEKIUIO TpyaHOCTEH ¢ oOydueHueM. Ocoboe
BHUMaHUE JOJKHO OBITh YJEJIEHO IUIAaHWPOBAHUIO Kaphepbl, MOATOTOBKE K CaMo-
CTOSITEJIBHOM >KM3HU C YYETOM BCEX MMEIOLIUXCS HapyLIEeHUH 3J0pOBbi U UHPOP-
MaluH O TPYAHOCTSX B 00YUEHUH.

Koppexyus enewnux anomanuii pazeumus

Koppekiuss BHEIHMX aHOMaIud NPOBOJIUTCS TOJBKO B CIydae 3HAYMMOTO
KOCMeTHYeCKoro nedexTa (KpbUIOBHAHBIC CKIAIKU IIEW) WIA TPU HapyIICHUU
GyHKUMKM opraHa (HampuMmep, BBIPAKEHHBIA NTO3). XUPYPrUUYE€CKOEe BMellla-
TEJIbCTBO NPOU3BOAMUTCS crnenuanucramu. [lo BO3MOXXHOCTH, NPU OTCYTCTBUH
(YHKIMOHAJIBHBIX HapYyLIEHUH CleAyeT BO3AEPKHUBATHCS OT XUPYPTUYECKOTO
BMEILIATEIbCTBA, MOCKOJIbKY YCTPAHEHHUS] KOCMETHYECKOTo JedeKTa MOXKET MpH-
BECTU K HApyIICHUIO (PYHKIMU TMOCIE ONepali. ITO OTHOCUTCSA KaK K BHEIIHUM
aHOMAJIUSIM, TaK M K XUPYPTUUYECKON KOPPEKUUU MOPOKOB BHYTPEHHHUX OPraHOB.
HyXHO MOMHUTH O MPEapacloiOKEHHOCTH K O00pa30BaHUIO KEJIOUJHBIX pyOlLIOB
nipu cunapome lllepemesckoro-TepHepa.

IIpoghunaxmuka u newenue oxrcupenus

Hexotopeie neBouku ¢ CIIT ckIIOHHBI K pa3BUTHIO OXHpPEHUs. BolbHbIE
CHIT naxonsATcst B TpyIIEe PUCKA MO PAa3BUTHUIO apTEPUATBLHOM THUNEPTEH3UU U
nuabeTa, a 0XKUpPEHHE JeNlaeT pa3BUTUE 3TUX 3a0ojeBaHui Oosnee BepossTHHIM. K
TOMY K€ HM30BITOYHBIA BEC B COUYETAHMH C HU3KUM POCTOM U JUCILIACTHYHBIMH

qycpTaMu JdIa u (bI/IprBI MOXKET CO3aaBaTh AOIIOJIHHUTCIIBHBIC IICHXOJIOTHUYCCKHUEC
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tpyaHoctH. [loatomy ponurenu neBouek ¢ CIIT gomxHBI OBITh MPETYTPEKACHBI
O BO3MOXXHOM DPa3BUTHH OXKHUPEHUS M WHGOPMHUPOBAHBI O TOM, KaK MPABHILHO

dbopMHpOBaTh MUILEBBIC MPUBBIYKK U MPUBBIUKY K (PU3NUECKUM YIPAKHEHUSIM Y

CBOUX JIETEH.
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/. Benenue B3pocibix nanuenToxk ¢ CIIT

B3pocnsie nanuentsl ¢ CIIT nMeroT BBICOKHNM PUCK Pa3BUTHUSL PA3IUUYHBIX
3a00JIeBaHUN U JOJDKHBI HAXOJUTHCS MOJI MPUCTaIbHBIM HAOJIOJCHUEM Bpaue
BCIO )KHM3Hb. CBOEBPEMEHHOE MEJUIIMHCKOE BMEIIATEIbCTBO CHUYKAET PUCK Pa3BU-
TUS paHHEel 3a007€BaeMOCTH U CMEPTHOCTH M YIyUIIaeT KaueCTBO KU3HU MallleH-
Ta.

OCHOBHOI NMPUYMHON TOBBIIIEHUS CMEPTHOCTU O0JBHBIX cuHApomoMm llle-
penieBckoro-TepHepa SBISIETCS CEpJIEYHO-COCYIUCTAs MaTOJIOTHs, U B YaCTHOCTU
JWIATAMs U pa3pblB A0PThI, BTOPOW MO 3HAYMMOCTH MPUYMHON MOBBIIICHHON
CMEPTHOCTH SIBJISIFOTCS 3JI0KaYECTBEHHbIE HOBOOOPA30BaHUSI.

Cxema HaOmronienus 3a B3pociibiMu nanuentkamu ¢ CIIT mpuBenena B Tad-
e 6.

Nmutanust paboThl HOPMaJIbHBIX SMUYHUKOB OCYIIECTBIISICTCS IyTEM Ha3Ha-
YEHUSI 3aMECTUTEIIbHON Tepalnuu 3CTPOreHaMu U TpenapaTtaMmu porecrepoHa. Lle-
Jecoo0pa3HO MPUMEHEHHE KOHBIOTUPOBAHHBIX (MpemapuH B goze 0,625 - 1,25 mr
B JIEHb) WJIM MPUPOJHBIX ACTPOreHOB (3cTpodeH B A03€ 2 Mr B jeHb). [Ipenaparsl
MPOrecTepoHa Ha3HAYAIOT JOMOIHUTENIBHO C 15-r0 1o 25-1 eHb HUKINYECKON Te-
panuu: MeJpoKCHIporecTepoHa amerar 5-10 Mr/aeHs Wi HOPITUHIPOH 1-2 Mr B
JneHb. Bo3MOXHO mNpuMeHEHHEe KOMOWHUPOBAHHBIX MPENapaToB, COJAEp KaIINX
MPUPOJIHBIE 3CTPOTEHBI U T€CTareHbl (JIMBUHA, [IUKIOMPOTUHOBA) MO MUKINYECKON
CXeMe.

Hcnonb3oBaHWe CUHTETUYECKUX ACTPOTEHOB WJIM KOHTPALIEITHUBOB, COJEP-
KalMX STUHWI-3CTPAINOJ, HEKeNaTeNbHO. JIeueHre 3cTporeHaM U mporecThHa-
MU MPEKpaIaeTcs B BO3pACTe HACTYIJICHUS MEHOTIAY3bl Y 3I0POBBIX KEHIIUH (T10-
cie 50 1eT) uau npojoJKaeTcs J€YEHUE OJIHUMH ACTPOT€HaMU, YTO MPeaoTBpa-

acT pa3BUTUC OCTCOIIOPO3a.
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Tabnuua 6
CxeMa Ha0/110/1eHN s 32 B3POCJILIMY NanueHTKaMu ¢ cuHapomoM IllepemeBckoro-Tepuepa

Hab6nronenue aH10KkprUHOIOTa 1 pa3 B 6 MecsineB

KOHTpOJIB BECa, Iajbliallvus MOJIOYHBIX XKCJIC3 1 pa3 B 6 MecsIeB

VYnbTpa3BykoBoe HccienoBanue OpromHoi 1 pas B 2-3 rona
H0JIOCTH, 3a0PIOIIMHHOTO ITPOCTPAHCTBA

KoHnTponb aprepuanbHOro naBieHus, aycKyib- 1 pa3 B 6 Mec U yalle Ipu Heo0X0IMMOCTH
Talus cepaua

Dxokapauorpadus 1 pa3 B 3-5 ner

Kontpons caxapa KpoBH 1 pa3 B 6 MecsLEB IPU OTCYTCTBUU NAaTOJIOTUU
CraHaapTHBIH IMIIOKO30TOJIEPAHTHBIN TECT 1 pa3 B rog

KonTposns 3a ypoBueM cB. T4, TTT 1 pa3 B 2 rona

buoxumuueckuil aHanu3 KpoBH ¢ uccienoBa- 1 pas3 B 2 roga
HUEM KpEeaTHMHHHA KPOBH, a30Ta MOYECBHUHBI,
[JIIOKO3bI, JUMUAHOTO Tpodums, ¢GepMEeHTOB

IIEYECHU

Kontpons obuiero anain3a KpoBU, MOYU ] pa3 B rox uiau 4aime NpyU HaJIWYUU IOPOKOB
MOYEBBIIEIUTEIBHON CUCTEMBI.

KoHcynbranus ruaexosora 1 pa3 B rog

KOHCYJ'IBTaI_II/IH OTOJIApUHTOJIOTa € OIpeHaciic- 1 pa3 B 3-5 et
HHUCM OCTPOTEI ClIyXa

HaGnronenue xapauosnora, Hedposora, orona- Ilo mokazanusm
PHHTOJIOTa U IPYTUX Bpadeh-CIEeNUaIuCTOB

Jencuromerpus B nepBoe nocemnieHre B3pociaoro 3HI0KPUHOIO-
ra WIH TepaneBTa W 4Yepe3 5 JIeT - €Cld HEeT
YMEHbIIIEHUsI KOCTHOU mioTHOocTU. [locnemyto-
miee u3mepenue nocie S0 et

Ha6J'IIOI[€HI/I€ IIcuxoJjiora ITo mokazaausM

[Tonmnoe MemuuHCKOE OOcnmenAoBaHHME ¢ oco- [lepen 3amnaHupoBaHHON OEPEMEHHOCTHIO
6GHHO TIHATCJIIBHBIM ITOUCKOM IIATOJIOTHUU cep-

JIEYHO-COCYIUCTOM Y MOYEBBIICIIUTEIBHON

CHUCTEMBI, TCHETHNYECKOC KOHCYJ'II)TI/IpOBaHI/Ie

* [lonnepxanue HOpManbHOTO Beca Tena. MHIekec Macchl Tena He JOJIKEeH
MPEBBIIATH 25 KI/M2, COOTHOILIEHHE OKPYKHOCTh TaJIuK/OKpyxkHOCTh Oenep -0,80.
B paboTte ¢ manueHTamMu ClieayeT HaCTOSITEIbHO PEKOMEHI0BATh TUETUYECKOE ITH-
TaHWE U aJICKBaTHbIC (PU3MUECKUE HATPY3KU KaK MPO(UIAKTHKY Pa3BUTHS caxap-
HOTO AuabeTa, 0CTe0nopo3a, THIEPTOHHH.

* [Ipodpunaktuka ocreonoposza. HeoOxoaumo obecrneuuTs MOCTYIUIEHUE B
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Opranu3M Kanblivg 1,2 T/CyTKH C MUIIEH WIM NPUHUMATH C MPOPUIAKTHUECKON
LIETIbI0 MEIMKAaMEHTO3HbIe IIpenapatsel. [loanepxanne HopManbHOTO Beca U IBUTa-
TeJbHAsI aKTUBHOCTh TaKXK€ BaXKHbI JIJIs1 MPOPHIIAKTUKU OCTEONOPO3a.

» Jleuenue npyrux, xapakTepHbIX s cuHapoma lllepemesckoro-Tepuepa
COCTOSIHUM, U COMYTCTBYIOIIUX 3a0oneBaHuil. [Ipu HEOOXOAMMOCTH MPOBOJIUTCS
KOppEKILIUs apTepHaIbHON TMIEPTEH3UH, YIIIEBOAHOIO 0OMEHa, TUPEOUIHOIO CTa-

Tyca, JIeueHue HHPEKIUIl MOYEBBIBOSAIINX MyTEH U T.1.

8. 3akiaouenue

CBoeBpeMenHas noctaHoBka nuarHosa CIIT, TmarensHoe MeauuMHCKOE oOclie-
JIOBaHHWE U TOCJEAYIOIIee HAOIIOACHUE, JICUCHHE ¢ IPUMEHEHHUEM BCEro apceHasa
JIOCTYIHBIX MEIUIIMHCKUX cpelicTB oOecneunBaet xeHumHaMm ¢ CIIT nmonHoteH-
HYI0, aKTUBHYIO KU3Hb. Tepamnus npenapaTaMy reHHOMHXEHEPHOTO TOPMOHA POC-
Ta YEeJIOBEKA MO3BOJISET OOJBIIMHCTBY OOJIBHBIX JOCTHYDL COIUAIBHO MPUEMIIEMO-
ro pocrta, u30exarb OBITOBBIX, ICUXOJIOTMYECKUX U COLUAIIBHBIX MPOOJieM, C KO-

TOPBIMHA CTAJIKUBAIOTCA JIIOAW HU3KOI'O pOCTa.
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