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1. MeToaoJiorus
MeToabl, HCIOJIL30BAHHBIE ISl cOOpa/cesieKIIUN 10KA3ATeIbCTB:
ITorck B 7€KTpOHHBIX 0a3ax JTaHHBIX.
Onucanue MeT010B, HCIOJIH30BAHHBIX ISl COOpa/ceieKIIMU T0KA3ATEIbCTB:

JlokazaTenpHON 0a30i JJIsI PEKOMEHJIAlMK SBJISIFOTCS TTyOJIUKAIlUU, BOIIIEI-
me B KoxpaiiHoBckyro Oubmmoreky, 6a3sl nanubix EMBASE u MEDLINE. I'my-

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

PeiiTuHroBasi cxema /st onieHKH cuJibl pekoMmenaanuii (Tabanna 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-aHANN3BI, cucTeMarnyeckue, ninm PKU ¢
HU3KUM PUCKOM CUCTEMaTHYECKUX OINOOK

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

2++ BricokokauecTBEHHbIE CUCTEMAaTHUYECKHE 0030pbI UCCIIEIOBAaHUN CITyyaii-
KOHTPOJIb UJIM KOTOPTHBIX MCCle0BaHNUN. BbricokoKkauecTBEHHbIE 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 NPOBEACHHBIE UCCIEI0BAaHUS CITy4aii-KOHTPOJIb UM KOTOPTHBIE HUC-
CIIETOBAHMSI CO CPEIHUM PUCKOM 3PPEKTOB CMEIINBAHUS WM 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 Ta6JII/I]_IaMH JOKa3aTCJIbCTB.

Onucanmue ME€TOA0B, HCITOJIB30BAaHHBIX /IJI1f1 aHAJIN3A J0Ka3aTEC/JIbCTB:

JlokazaTeapHON 0a30i JJIsI PEKOMEHJIALMK SBIISIFOTCS ITyOJIUKAIlUU, BOIIIEI-
me B KoxpaiiHoBckyro Onbmmoreky, 6a3sl nanubix EMBASE u MEDLINE. I'nmy-

OWHAa IIOMCKAa COCTaBUJIA 5 JIeT.

MeToabl, HCIOJIB30BAHHBIE /ISl OLIEHKH KA4eCTBA U CHJIbI I0KA3aTeJIbCTB:
- KoHceHcyc akcrepToB
- O11eHKa 3HAYMMOCTH B COOTBETCTBUHU C PEHTUHIOBOM cxeMoi (Tadur. 1).
Ta0Juubl 10KA3aTEJILCTB:
Tabnuibl 1OKa3aTENBCTB 3AMOMHUINCH YJIeHAMU Pab0vei TpyIIbI.
MeToabl, HCII0JIb30BAHHBIE 151 (DOPMYJIUPOBAHUS PEKOMEHIALMM:
Koncencyc 3xcrepros.

PeiiTuHrOBasi cxeMa /isl OlIEHKHM CHJIbI peKOMeHaanui (tadauua 2):

Cuia Omnucanue

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

Wnu rpynna 10oka3aTenbCTB, BKIIOYAIONINE PE3yIbTaThl HCCIEAOBaHUMN, OLIEHEHHBIE KaK 1+,
HANPSIMYIO TPUMEHUMBIE K 11€JIEBOM MOMYJSALIUU U IEMOHCTPUPYIOLINE O0IIYI0 yCTOYH-
BOCTb PE€3YJIbTaTOB

B ['pynina noka3arenbCTB, BKIOYAOLIASA PE3YyJIbTaThl UCCIEA0BAHUM, OLICHEHHBIE KaK 2++,
HANPSIMYIO TPUMEHHUMBIE K IIEJIEBOM MOMYJISAIUN U IEMOHCTPUPYIOIIHE OOIIYIO yCTOWYH-
BOCTb p€3yJIbTaTOB.

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

C ['pynna noka3aTenbCTB, BKIHOYAOUIAs Pe3yJIbTaThl UCCIIEI0BAHMI, OLIEHEHHbIE KakK 2+, Ha-
MPSIMYIO IPUMEHUMBIE K I[EJICBOM TOMYJISAIUN U JICMOHCTPUPYIOIIUE OOIIYIO YCTONYUBOCTh
pe3yJIbTaToB.

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

D Joka3zarenbcTBa ypoBHS 3 wiu 4.

HNnu QKCTPAIIOJIMPOBAHHBLIC N0OKA3aTCIILCTBA U3 HCCHGHOB&HHﬁ, OLCHCHHBIX KaK 2+

Nuaukatopsl 1o00pokavecTrBenHoii mpaktuku (GoodPracticePoints — GPPs)

Pexomennyemas noOpokauecTBeHHas MpakTUKa Oa3upyercs Ha KIWHUYE-

CKOM OITBITE WICHOB paboyeli TpyIIIbI 10 pa3paboTKe PEKOMEH AU,
IKOHOMHUYECCKNH aHAJIN3:

AHanu3 CTOMMOCTH HE NPOBOAWICS M MyOJIMKaluU 1Mo (HapMaKOIKOHOMHUKE

HE aHAJIU3UPOBAJIUC.
MeTtoa BaaMau3alMKM PEKOMEHIAUIM:

e - BHemHsAs dKCIEpTHAS OLCHKA.

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

Hacrosimue pekomMeHnanuu B MpeiBapUTEbHON BEPCHH ObLIM PELIEH3UPO-
5




BaHbl HC3aBUCHMMBIMU OSKCIICPTAMH, KOTOPLIX IOIPOCHIN HNPOKOMMCHTHPOBATH
IpeKAC BCCTO TO, HACKOJIBKO MHTCPIIPETALIUA NOKA3aTCIbCTB, JIC)KAIINX B OCHOBC

pEeKOMEHIaI, JOCTYITHA JIJI1 TOHUMAaHUSI.

[TomydeHbl KOMMEHTApUHU CO CTOPOHBI BPadyeul MEPBUYHOIO 3BE€HA M y4acT-
KOBBIX IIEIMATPOB B OTHOLIEHUHU JTOXOJYMBOCTH M3JIOKEHUS PEKOMEHIALMU U HUX
OLIEHKM BAaKHOCTU PEKOMEHJAIMIl Kak paboyero MHCTPYMEHTa IIOBCEIHEBHOM

IMIPAKTHUKH.
KOHchILTaIII/II/I N IKCIIEPTHAA OICHKA:

[Tocnennue n3MeHEeHUsI B HACTOSIIIUX PEKOMEHIAIMAX ObLUIN MPECTABICHBI
JUTSL TUCKYCCHH B TIpEABApPUTEIIbHON Bepcun Ha KoHrpecce snmokpruHOIoros 20-22
mas 2013 r (r.MockBa), Ha KOH(PEPEHIINHN TETCKUX SHIOKPUHOJIOTOB 22-23 HIOHS
2013 r. (Apxanrenbck). [IpenBaputenbHasi BEpCcHUsi BRICTaBJIEHA JIJIsl IIMPOKOTO 00-
cyxnenus Ha caiite ®I'BY DHII, niist Toro, yToOB! JIMIla, HE YYACTBYIOIIME B KOH-
rpecce u KOH(DEPEHIUAX, UMEITH BO3MOKHOCTh NMPUHATH Y4acTUE B OOCYKICHUH U

COBEPLIEHCTBOBAHUY PEKOMEHIALIUH.

[IpoekT pexoMeHpaiuii ObUT PELIEH3UPOBAH HE3aBHUCHUMBIMH JKCIIEPTaMH,
KOTOPBIX TMOMNPOCUIN MPOKOMMEHTHUPOBATh MPEKIE BCETO JTOXOMAYHUBOCTh U TOY-

HOCTbh MHTEPIIPETALIMU J0Ka3aTeIbHOM 0a3bl, JieKallell B OCHOBE PEKOMEH Al .
PaGouas rpynna:

JI1s. OKOHYATENbHOM pEedaKIMd W KOHTPOJISI KayeCcTBa PEKOMEHIAIUM TPOo-
aHATM3UPOBAHBI YWiICHAMHU paboYell TPYMIIbI, C 1ETbI0 OIICHUTh, YTO BCE 3aMEUAHMSI
M KOMMEHTapHHU IKCIEPTOB MPUHATHI BO BHUMaHUE, PUCK CUCTEMATUYECKUX OIIIH-

00K TpH pa3paboTKe PEKOMEH AN CBEJICH K MUHUMYMY.

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

JTAITHH.



2. DTHOJIOTUSA

Cunapom Illepemesckoro-Tepuepa (CILLT) o0ycioBieH moiaHON WM yac-
TUYHOU X-MOHOCOMMEH, MPECTAaBICHHON BO BCEX WM K€ B YAaCTU KIIETOK Opra-
Hu3Ma. CBA3b 3a00JieBaHUsl C HAPYLICHUEM OJHOM X-XpOMOCOMBI OblIa YCTaHOB-
neHa @opaom B 1959 roxy. 310 XxpoMocoMHOE 3a00JI€BaHKE BCTPEUAETCS C 4aCTO-
toi 1:2000 - 1:2500 HOBOPOKIEHHBIX JEBOYEK.

XpOMOCOMHBIE aHOMAJIMU TIPU TAHHOM CHUHAPOME MPOSIBISIOTCA B BUIE OT-
CYTCTBUS OAHOM M3 JBYX XpOMOCOM X: J€JIEUUN YaCTU OJHON XPOMOCOMBI X WU
TPAHCIOKAIMKU B Mpe/iesiax OJHOM XpOMOCOMBI X, TaKKe BO3MOXKHBI Pa3IMYHbIC
MO3al4HbI€ BapUAHTHI, KOTJa XPOMOCOMHBIM HAOOp YaCTUYHO COXpaHeH. ToJbKo
1% »MOpuoHoB ¢ kapuotunoMm 45XO AOCTHTarOT CTAIUU ITUIOAA, OCTAIbHBIC HE
JOoCTUTaroT 28 Hejenb recraiuu, okojio 10% crnoHTaHHBIX a0OPTOB CBSI3aHO C MO-
HOocoMHuen X .

VY HEKOTOPBIX MAIMEHTOB BO3MOXKHO MPUCYTCTBHUE XPOMOCOMBI Y (IOJHOE
WU 4acTU4YHOE) B psane kieTok (BapuaHT 45X/46XY KIMHUYECKH TPOSIBISETCS
BUPHWJIM3AIIUCH, OTMEYAETCS] CMEIIaHHAs TUCTEHE3Hs TOHAM, YTO sIBseTCS (haKTo-
pPOM pHUCKa B pa3BUTUU roHano0sactoMbl). O0buHO ¢ 1enbio auarnoctuku CIIT
MIPOBOJIUTCSL MCCIIeOBaHUE TepudepudecKkux JUMGOIMTOB, OJHAKO OHO HECIO-
COOHO OIPECIIUTh SN U TPaHCIOKaIuu xpomocom (D).

Hcnonb3oBaHre XpOMOCOMHOTO 30HIUPOBAHMUS BBISBIISIET, TAKUE U3MEHEHUS
KapHOTHUIIA KaK JeJelus WIK Hallnurue U30XpoMocoMsbl, v B ciaydae CIIT nokasbl-
BaeT, YyTo mojiHasi MoHocomus 45X BcTpeuaercs Tonbko y 50—-60% OonbHbIX. Ha
CETOJIHSIIITHUM JIEHb YCTAHOBJICHO, YTO HE CYIIECTBYET YETKOW KOPPEISIIIUU MEXTY

rerotunom u ¢perorurnom npu CHIT (D).



3. Kiinnn4yeckasi KapTuHa 3a00/1eBAHUSA

Kimanueckue nposinenust CIUT upe3BbryailHO pa3HOOOpa3HbI, U CTEIECHb
UX BBIPAKEHHOCTH KpaiiHe BapuabesbHa. K OCHOBHBIM U Hambosiee MOCTOSIHHBIM
ximHnyeckuM xapakrepuctukam CIIT otHocsTCS 3amepkka pocTa , THIIEPrOHAL0-
TPOIHBIM TMIIOTOHAJAW3M M LENbIA Pl BPOKIACHHBIX aHOMAJINN: KPBUIOBHUIIHBIE
CKJIaJIKM II€U, HU3KUI POCT BOJIOC, NITO3, AMHUKAHT, BBICOKOE TOTHYECKOE HEDO, po-
TUPOBAHHBIE YIIHbIE pakOBUHBL. [Ipu naHHOM 3a0oneBaHMM HAOMIOAAETCS LIEIBINA

PSL AaHOMAJIMU Pa3JIMYHBIX OPraHOB U CUCTEM.
Poct

Hapymenune pocra Habmogaercs B 95%—100% cinygaes CLUT. OtcraBanue
B POCTE MPOSIBIIACTCA BHYTPUYTPOOHOMU 3a7€pKKOU pocTa B penenax 1-1,5 SD no
OTHOIICHUIO K 3[I0POBOM MOMYJISIIIAU, HU3KOH CKOpOCThIO pocta (Hmke —2 SD),
HayMHas ¢ 3 JeT, OTCYTCTBUEM POCTOBOIO CKauka B myOepTaTHOM Bo3pacTe. Bee
3TO NPUBOJUT K HU3KOMY KOHEYHOMY POCTY, KOTOpPBII B cpeHeM Ha 20 cM Huke
o6menonysimontoro (D).

IIpn ouenke pocra neouek ¢ CLUIT ucrons3yrorcs crenuanbHbIE MEPLEH-
THJIbHBIC TaOMIIBI M KpuBBIE pocTta. (Puc 1).

[Ipu CLUT B TeueHune nepBhIX 3 JET KU3HU OTMEYAETCSA OTCTaBaHUE KOCTHO-
ro BO3pacTa OT XPOHOJIOITMYECKOr0. 3aTeM npuMepHO 10 10 JeT KOCTHBII BO3pacT
YBEIIMYMBAETCSI COOTBETCTBEHHO XpoHojornueckomy. Opgnako mocie 10—12 ner
CHOBa OTMEYAETCs 3aJep’KKa CO3pPEBaHUs CKeJleTa, 4TO 0OYCIOBIEHO AEPUIIUTOM
ACTPOrEHOB.

Henocrarounocts pocra npu CHIT o0ycioBieHa coYeTaHUEM CKEIETHOM
JIMCILJIa3UU, XPOMOCOMHBIX HapyIICHUH U BHYTPUYTPOOHOU 3azepkku pocta. [la-
tosiorusi SHOX renamosker sBisiThcst mpuunHor Hu3kopocioctu npu CIIT, a
TaKke accolMupoBana ¢ AedopmanusimMu ckenera (aedopmarus MajenyHra, Bajib-
rycHas geopmarius JIOKTEBbIX CyCTaBOB, MUKpPOTHATHs, BEICOKOE HEOO U yKOpO-

YeHHE KOHEUYHOCTEH U IMSICTHBIX KOCTEH ).
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Puc.1. [lepueHTHIbHBIE KPUBBIE IJIs1 3/I0POBBIX JeBoYeK U manuenTok ¢ CLIT.

[To MHOTOUYMCIECHHBIM AaHHBIM, AeGUIUT ropMoHOB pocTa (I'P) He urpaer
CyILIECTBEHHOU poiu B 3anepxkke pocra npu CIUT. CrioHTaHHAst U CTUMYJIMPOBAH-
Has cekpeuust ['P y mammentok ¢ CIIT HaxoauTcss B HOpMajabHOM (WM CyOHOD-
MaJbHOM) YPOBHE JI0 TTyOepTaTa.

Cuamxenue cexpeunu ['P y neBouek ¢ CIIT B Bo3pacTe HOMKHOrO, HO HE
HACTYIUBIIETO MybepTaTa, 00yCIOBIEHO THIOACTPOreHUEN U KOMIIEHCUPYETCs Ha

(OHE 3aMECTUTENIBHOM TEPaNTui HU3KKUMHU 703aMu 3¢TporeHoB(D).



Cpennsist BemmunHa koHeuyHoro pocrta npu CIIT BapbupyeT B pa3iavyuHbIX
nonynsuuax ot 140-147 cm. BausiHue BapnaOenbHOCTH KapUOTUIIA HA KOHEYHBIN
pocT aeBoyek He Joka3zaHa. OIHAKO MMEIOTCS JJaHHbIE O Oojee OJaronpusTHOM
POCTOBOM TIPOTHO3€E IMPH KapUOTHUIIE, cojepkanieM n3oxpomocomy X(i), Hiu mMo-
3anuHbli BapuaHT 45,X/46,XX. CylllecTBeHHO BIMSET Ha MOKa3aTellb KOHEYHOIO
pocta nereit ¢ CLUT pocT poauteneil mauueHTOK (Y€M BBIIIE POAUTETHN, TEM JyU-
II€ POCTOBOI MPOTHO3) M BO3MOKHBIM CIIOHTaHHBIA MyOepTaT, CIIOCOOCTBYIOIIUN

OBICTPOMY YCKOPEHHMIO KOCTHOTO CO3PEBaHMUSI.
IIpocnosuposanue Koneurno2o pocma

B nacrosimee Bpemsi Haubosee pacpoCcTpaHeH Croco0, MPU KOTOPOM POCT
OoTMeuaeTcs Ha mepueHTubHON 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 MyOEpPTATHOTO Pa3BUTHUSIXAPAKTEPHO IS Tallv-
enTok ¢ CILT, xora y 30% neBouek, TpEUMyIIECTBEHHO C MO3aMYHBIM BAPUAHTOM
KapuOTHUIA, MOXKET OTMEUAThCA YACTUYHBIA COOCTBEHHBIN MybepTar, U 'y eAuHNY-
HBIX MMAIMCHTOKBO3MOYKHA CaMOCTOsITeIbHas OepeMeHHOCTh(D).

I'unoronanusm npu CIHIT o0ycnoBiieH MEpBUYHOM SUYHUKOBOW HENOCTA-
TOYHOCTBIO. BTOpHYHOE OBOJIOCEHHE Pa3BUBAETCS CIIOHTAHHO Yy BCEX JIEBOYEK C
CHIT x 12—-13 romam noj BAUSHUEM HAAMIOYEYHUKOBBIX aHIAPOTEHOB, & OTCYTCT-
BHE€ POCTa MOJIOYHBIX JKeJIe3, YBEIMUCHUS pa3MEPOB MAaTKU U HOPMAJIBLHOTO pPa3BU-

THUS Barajiuiia o0yciIOBI€HOOTCYTCTBHEM BbIPAOOTKU 3CTPOTE€HOB SIMUHUKAMH.
Koxka, nepuBarnl

Ha xoxe y 6ompHbix ¢ CIIT oTMe4yaroT MHOTOYHCIEHHBIE HOOpOKayecT-
BEHHBIE HEBYChI, KOTOpbIe OOBIYHO MOSBIAIOTCA ocie 3-4 ner. BennunHa ux pas-

JJMYHa OT MaJT03aMCTHBIX JO KPYIIHBIX, BRICTYIIAIOIIUX HaAd IMMOBEPXHOCTLIO. HeBy-

10



ChI IMEIOT TEHJIEHITHIO K POCTY B mepuoj mybeprata. Vx ynaneHne nuMeetr 0ObIIHO
TOJBKO KOCMETHYECKOE 3HAYEHHUE, MPHU ATOM HEOOXOJMMO YUYHUTHIBATh MOBBIIICH-
HBIM PUCK Pa3BUTHUS KEJTOUIHBIX PYOIIOB U COMOCTABIATH 3TO C HEOOXOAMMOCTHIO
KOCMETHUYECKOU Koppekuuu. IHorga oTMedaeTcsi THIEpPTPUX03, OCOOCHHO Ha pas-
rubaTenbHON MOBEPXHOCTU Ipearieunii. Bo3MokHO mosBiieHHE alonenuu Ha 1mo-
BepxHOCTH roJioBbl.HacTteiM npusHakoM npu CLIT sBnsercs Butumuro.

JIumdaTrueckuil 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 (IIMTeabHAs X0/b0a, MEPEeOXTKIACHUE U JIP.)
MOT'YT BHOBbB IOSIBJISITHCS.

[TosiBnenne numMdpaTuyecKuX OTEKOB CBS3BIBAIOT C aHOMAJUEH pPa3BUTHS
TUM(}ATUYECKUX COCYJIOB - TUIIOIUIa3UueH U aruia3uedl TOBEPXHOCTHBIX COCYIOB, a
TaK)Xe C THIOIJIa3Ue aHACTOMO30B, COCIUHSIONINX MOBEPXHOCTHBIE U TIIyOOKHE
auM@aTudeckre cocyabpl. B peakux ciaydasx TpeOyeTcss XUpypruiyeckoe BMellla-
TEJIBLCTBO B BUJIE aHTMOIIACTUKU. OIHAKO XUPYPrUYECKOE JICUYEHUE MTPUMEHSIETCS
Mo 0COOBIM TOKa3aHHUAM, TaK Kak €ro 3(pPEeKTUBHOCTh Ha CETOAHSIIHUN JCHb HE
nokaszana. EcTe mpeamnonoxenusi, 4To TUMQpaTHIECKUNA OTEK OTBEYAET 3a BO3HUK-
HOBEHHE TAKMX XAPAKTEPHBIX YEPT, KaK KPbUIOBUIHBIE CKIJIAJKHU IIEU U U3MEHEHUS
aOpTHI.

Jlns CHIT xapakTepeH HU3KUM YPOBEHb pOCTa BOJIOC HA Iee c3aau. MHorna
OTMEYaeTCsd YCHJIEHHBIH POCT BOJIOC HA Teje, OCOOEHHO Ha pa3rudaTesbHON Mo-
BEPXHOCTH Tpearmieunii. OTMeUarTcsl aHOMalIuM B CTpoeHuu Horte. Hortu Ha

najgbiax 1eOpMUPOBAHBIL: Y3KHE H KOPOTKHE, TIIyOOKO CHUJSAT HA HOTTEBOM JIOXKE.
Oob6JacTh men

VY 6onpubix ¢ CIHIT yame Bcero ¢opma mien kopotkast u mmpokas. «Kiac-
CHUYECKUM» BHEITHUM MPU3HAKOM CHHIIPOMA SIBISIOTCS] KPBIJIOBUIHBIE CKIIAJKH Ha
mree - pterygiumcoli, BIpa)keHHOCTh KOTOPBIX BapbHpyeT. J[ocTaTOYHO YacTo Imo-

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

XapakTepHa IHMpOKas IpyAHas KJIETKa ¢ XOPOIIO Pa3BUTON MyCKyIaTypoOi.
CocKku BTSIHYTBHI, OTMEUAETCA WX TUIEPTEIOpU3M (IIMPOKO MOCAKEHHBIE COCKH,
pacrnoyioxkeHbl OJuxke K OOKOBOW MOBEPXHOCTH), BOZMOXKHO (HhOPMHUPOBAHUE BO-

POHKOOOpa3HOH (BTSHYTON) IPYIHON KIICTKH.
KocTHas cucrema

AHOManIMM B CTPOCHUU KHUCTEH PYK BbIpakaroTcs B ykopoueHue IV u V
MajbleB KUCTEH pyK, 0OCOOEHHO YKOPOYEHBI U PACIIMPEHBI JUCTalIbHbIC (DaslaHTH,
OTMEYAIOTCsl YKOPOUCHHE METaKapraibHbIX KocTe. Horna y yactu OOJIbHBIX Tif-
THIN MaJiel] HepeaKo UCKpUBIIeH. YKopoueHnue |II—V nanbiieB MmoxeT HabI01aTh-
Cs U Ha CTOIIE.

Kiaccuueckum nmpuznakoM CIIT cumTaercs neBuanus JIOKTEBBIX CyCTaBOB
(cubitusvalgus), mpu KOTOpPOW yroJl MEXIy OChIO TIe4Ya M OChIO MPEAILIeYbs CO-
cTaBiiseT O6oJiee 15 rpamycoB. IT0 00YCIOBICHO HAPYIICHUSIMU Pa3BUTHS CKEJIETA,
B YaCTHOCTH JIy4€BOU U IJICYEBON KOCTH, YUACTBYIOIIUX B 0Opa30BaHUU JIOKTEBO-
ro cycraBa. OgHako pu peHTreHorpaduu peaKo BBIABISIOTCS aHOMAJIUHU CTpOe-
HUSI KOCTEU JIOKTEBOTO COWICHEHHUS. TUITMUHBI TAKXKE UCKPUBJIEHUSI KOCTEN TOJICHU
(genuvarum).

Pentrenorpadust 4acto JeMOHCTPUPYET U3MEHEHUSI B TTO3BOHOUHUKE: CHU-
YKEHHYIO BBICOTY MEPBOTO MICHHOTO MO3BOHKA; U3MEHEHHUS TEJl MO3BOHKOB, Xapak-
TepHbIX g 6one3nu lleitepmana u ap. Ckonno3 paszsuBaercs y 10% neBouexk ¢
CLIT . Bo3aMOXHO, 3T U3MEHEHUs CBA3aHbl C AUCIUIA3HEN A1 (U30B, OHU MOTYT
ycyryonsate Huskopocaoctsh npu CHIT. ¥V neBouek ¢ 3TUM CHHIPOMOM IOBHITICH
PHUCK BPOXKJICHHOM THUCIUIa31uU Ta300€IpEHHOr0 CYCTaRBa.

Mukporaatusi 0ObIYHO HE UMeeT (DYHKIIMOHAILHOTO 3HaueHus. OaHaKo B
psifie cydaeB MMEIOT MECTO aHOMAJIUKM POCTa 3yOOB, KOTOphIE TPEOYIOT BMEIIa-
TEJIbCTBA OPTOAOHTA.

B nmocnennne ronapl Bce 00mbIne COOONEHNUN O PA3BUTHU OCTEOTICHUU M OC-
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teonopo3a y 6onbHbIXx ¢ CIIT. YacToTa nmepeiaoMoB y B3pOCIbIX OOJIbHBIX BBIIIE,
YEeM Y 3/JI0POBBIX, M MOJOBUHA ITUX MEPEIOMOB MIPOUCXOAIT B MECTaX, XapaKTep-
HBIX JIJIs1 OCTEONOpOo3a (3ansicTbe, NO3BOHOYHHUK, LIeiiKa Oenpa).

Hapymenust popmupoBaHusi KOCTEH BOSHUKAIOT €Ile B IETCKOM BO3pacTe U
3aTparuBalOT MPEUMYILECTBEHHO KOPTUKAIbHBIN CIOW. JlepuuuT KOpTHUKaIbHOTO
CJIOSl COYETAETCA ¢ MEAJIEHHBIM BHYTPUKOCTHBIM 00MeHOM. OcTeoneHus B Tpade-
KYJISIPHBIX 30HAaX pa3BUBAETCA B CEpEIMHE WM B KOHIIE TyOepTaTa U COXpaHseTcs
BO B3pOCJIOM BO3pacTe. Y B3pOCIBIX OTMEYAOT IOBBIIMICHHBI BHYTPUKOCTHBIN
oOMeH.

[Tatorene3 ocreomnoposa npu CHIT go konma He siceH. OH MOXET OBbITh
IPSIMBIM PE3YJIBTATOM OTCYTCTBHSI N€HETHYECKOTO Marepuana X-XpOMOCOMBI, B
pe3ysbTaTe 4ero OcTeo0JacTbl, BOBMOXHO, MPOAYLHUPYIOT Ne(EKTHBIA MaTpPHUKC.
OTa runoTe3a MOXeET ObITh MOATBEPK/ICHA NIOCIIE KAPTUPOBAHUS X-XPOMOCOMBI.

DOpMHUPOBAHUIO OCTEONOPO3a, HECOMHEHHO, CHOCOOCTBYIOT XapaKTEpHBIE
st CLUT ropmonansHbie HapymeHuss. OTCYTCTBUE TOJKHOTO YPOBHS 3CTPOT€HOB
B IyOepTaTe He JaeT TOJYKa YHI00CTAILHOMY POCTY KOPTUKAJIBHOTO CJI0s KOCTEN
Y BBI3BIBAET HAPYILIEHHUE MOCTPOEHUS TPAOEKYJSIPHOM 4YacTh KOCTH. Takxke Oe3
pocta ypoBHs 3cTporeHoB y OonbHbIX ¢ CHIT He mpoucXoauT akTUBU3ALUU CHUC-
TEMbI TOPMOH POCTa- HHCYIMHONON00HBIN (hakTop pocta 1 (I'P-UDP-1) B mybep-
tate. OTHOCUTENbHBIN HefnocTatok ['P u UDP-1 Bener k HemocTaTOUHOMY KOCTE-
00pa30BaHMIO, TaK KaK 3TH TOPMOHBI OKa3bIBAIOT MPsIMOE JEHCTBUE HA 3TOT IMpPO-
1ecc.

AnekBaTHasi Tepanus MOJOBBIMHU CTEPOUIAMU MO3BOJISIET CENIATh OCTEOIO-
pPO3 MeHee BBIPaKEHHBIM, YeM 0€3 JICUeHUs WM IPU HeTOCTaTOYHOM MU HEpery-
nsipHoi Tepanuu (D).

HaunGonpmmii 3¢ ekt KOppeKImyu 0cTeonopo3a JaeT MpUMEHEHNE mpernapa-
ToB p-I'P, HaunHas ¢ mpemyOGepTaTHOrO BO3pacTa. Takas Tepamusi MO3BOJISIET JOC-
TUYb HEOOXOJIMMOI0 MMKAa KOCTHOM Macchl K KOHILy MyOepTrara, KOTOPBIM TOJKEH
o0ecneunBaTbCs 3K30T€HHBIM BBEIACHHEM 3CTPOreHOB. UTOOBI COXpaHUTh MHHE-

PAJIbHYIO INIOTHOCTH KOCTH, H€O6XO,III/IMO AOJITOBPEMCHHOC JICUCHHUC OCTPOrcHaMu
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Y MIPOTECTUHAMH B3pPOCIBIX 00JBHBIX (D).
Pexomenayercss mpeAnpUHUMATE JOTIOJIHHUTENBHBIC YCHIMS JUIS TPEIOT-
BPAIICHUS OCTEOIOPO3a: 00ECHIEUUTh JIOCTATOYHOE TOCTYIUICHHE KAIIBIHS B Opra-

HU3M, IIOJJIEPKUBATh HOPMAJIbHBIN BEC TENA.
Cepaeuno-cocyaucras cucreMa

B 30% cnyuaeB BcTpeuarorcs BpoxkaeHHble nopoku cepaua (BIIC), mpe-
UMyIIeCTBEHHO JieBoro otaena. Passutue BIIC cBs3biBatoT ¢ HapyuieHueM ¢op-
MUpPOBaHUSl JUM(pATHYECKON cucTeMbl. Yale BCero BCTPEYAIOTCS KOapKTaIus
aopthl (30%) u OuKycnuaanbHbIi aopTaibHBIN KIanaH (30-50%), Mmenee yem B 5%
BCTpeYaeTcsl auiaTaiusi KopHs aopThl. CBOEBPEMEHHOE BBISIBICHUE U IPU HEOO-
xoauMmocTu xupyprudeckas koppekuus BIIC u aopTel npenynpexmaeT pa3BUTHE
OCJIOKHEHUM, YTPOKAIOIINX KU3HU MAIIMEHTOK.

B ocranpHbIX ciyyasx oTMmedaroTcs (YHKIMOHAIbHBIE HAPYIICHUsS CepJiey-
HO-COCYJIUCTOM CHCTEMBI - apTepHalibHasi TUIIEPTEH3Us, MPOJIANC MUTPAIBLHOTO
KianaHa. Menee uyem B 5% BCTpedaeTcs auiaTanys KOPHS aOpThl, BO3HUKAIOIIAS
Ha (OHE KOoapKTalMM aopThl W JAPYTUX IOPOKOB CEpAlla, B PE3yJibTaTe pe-
KOHCTPYKTUBHBIX OIepaiuii, 0COOEHHO B COUETAHUH C apTE€PUATIbHOMN THIIEPTEH3U-
eil. JTO OYEeHb OMACHOE COCTOSIHHE MOKET IMPUBECTH K Pa3pbIBy aopThl. JlaHHas
MATOJIOTHS BBI3BIBAECT Yy OOJIbHBIX TOBBIIICHUE apTepHaibHOro aaBieHus. Cpoe-
BPEMEHHOE BBISIBJICHUE U MPU HEOOXOJUMOCTU XUPYPrudeckasi KOppeKIus npeay-
MPEXKIAAET PA3BUTHE OCIIOKHEHUM, YIPOKAIOIINX )KU3HU MMAIIUEHTKH. -

AptepuanbHas runeprensus yacto comyrctByer CLUT maxke mpu oTrcyTcT-
BUU TIOPOKOB CEPJCYHO-COCYIUCTON CUCTEMBI UJIU MATONOrUU novek. [Ipuunnamu
AT ipu CILUT moryt ObiTh pazButue oxupenus, CJl 2 tumna, numdenemMa, mOBbI-
II€HUE aKTUBHOCTU PEHHUHA IJIa3Mbl. DTO 00yCHaBIMBAET HEOOXOAMMOCTb CHCTE-
MAaTHYE€CKOTO KOHTPOJSI apTepHalbHOTO AaBJIEHUS Yy Takux mnanueHtoB. [logmep-
YKaHWE HOPMAJIBHOTO BECa Teja SBJSETCS BAXKHOW MEpOoil MpO(HIIaKTUKU U Jiede-

Hus runepronuu (D).

Opran 3penust
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OYHKITMOHAIBPHO HE3HAYNMBIE OCOOCHHOCTH CTPOCHHUS BEK BKIIOYAIOT B Ce-
0s1 HaJTMYKE «TPEThETO BEKa» (SIMKAHTA), & TAKKE HE3HAUYUTEIbHOE OIYyIIECHUE BE-
Ka (11T03) ¥ Kocorjasue (cTpabusm). YacTo BcTpeuaeTcsi HapylieHue 3peHUs B BU-
JIe TUTIEPMETPOITUU W aMOJIMOTINN, KOTOPhIC, KaK TPABWIIO, MOIAIOTCS 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 momyJis-
uuu aeouek ¢ CIIT ¢ BBICOKOM 4acTOTOM MO CPAaBHEHUIO C MOMYJISAIMEH 310pPO-
BBIX JIETE€H BCTPEUAIOTCA CPEIHUE OTUTHI, MaHU(ECTAI KOTOPHIX MPUXOJAUTCS Ha
Bo3pacT oT 1 70 6 ner (muk - B 3 roga). BeposiTHO, 9TO CBsI3aHO ¢ aHOMAUSIMU
CTPOCHUSI U PACTIONIOKEHUSI €BCTAXUEBOWU TPyObl, UTO MPUBOJUT K HAPYIICHHOU
BEHTWISIIUU CPEHETO yXa. BhICOKa OMacHOCTh OCJI0KHEHUH B BUAE MAaCTOUIUTA U
xoJiecTeaToMbl. TakThKa JiedeHUusT MHQEKIMOHHBIX OTUTOB NPU ITOM CHHApPOME
JIOJDKHA OBITh MAaKCHMAJIBHO arpecCUBHOM, UTOOBI M30€KaTh MOCIEAYIOIINX OC-
JIOKHECHU M.

Takke XapakTepHBIM SIBIISICTCS HapyIICHHE CiIyXa B BHUJAE IPOTrPECCUPYIO-
1€ HEMPOCEHCOPHOM WIIM KOHJIYKTUBHOU TYTOYXOCTH, KOTOPAsi MOXKET MOSIBUTHCS
c 6-neTHero Bo3pacta. Yarie cHmkeHue ciyxa HaOmrogaetrcst y B3pocibix ¢ CLIT
nocye 35 et (BeipakeHHoe B 15% ciyuaes, y 60% HaOmro1ar0TCsa HEOOIbIINE OT-
KJIIOHEHUS1). DTa 0COOCHHOCTh TpedyeT 0coOO0ro MOCTOSSHHOTO BHHUMAaHUSI Bpaya U
CBOEBpeMEHHOU Koppekuuu. Hapymenue ciyxa y pedeHka BiedeT 3a coOod OT-
CTaBaHHUE B ICUXOMOTOPHOM pPa3BUTUM peOCHKA - Pa3BUTHHU PEUU U UHTEIUICKTA.

Hapymienuss peun MoryT OBITH Jake MPU OTCYTCTBHHM HapyIIECHUH CiIyxa,
ATO Yallle BCEro HOCOBOM MJIM BBICOKHI OTTEHOK Tojioca, 0OyCIOBJIEHHBIN CTpoe-

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

[Topoku moueBbiaenuTenbHOM cucteMbl npu CILIT moBosibHO yacToe siBiie-

Hue, oHU BeTpeuatotes B 40-59% cimydaeB. OOBIYHO OHU 3aTParuBaroOT MOYKH, MO-
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YETOYHUKH WM KPOBEHOCHBIE cocynbl noyek. Hanbonee tunnuna ass CHIT nox-
KOBOOOpa3Hasi MoYKa, Mpy KOTOPO JIBE IOYKU CPACTAIOTCS, 0OBIYHO HIKHUMU TIO-
arocaMi. [Ipyrue BapuaHThI IIOPOKOB Pa3BUTHUS BKIIIOYAIOT OJHO- WJIU JABYXCTO-
POHHIOIO THUIIOIIA3UIO0 MOYEK, YABOCHUE JIOXaHKHM M MOYETOYHUKOB, U3MEHEHUE
YHCIIa TIOYEYHBIX BEH WU apTepuil, uX HeTunuuHoe pacronoxenue (D).

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

TEH3UH, CIOCOOCTBOBATh PAa3BUTHIO MHPEKIIUN MOUYEBBIBOALINX TyTEH.
YmMmcrBeHHoOe pasBuTHEe U 00y4aeMocTh. Ilcuxosiornyeckue npoodJieMsl.

YpoBeHb yMCTBEHHOTO pa3BuTHs BapbupyeT y 00apHbIX ¢ CLUT Tak xe, kak
B OCTaJbHOW MOIYJsIuU. VICKIIFOUEHHS] COCTABIISIET OYEHb MAJIO€ YUCIIO IMalUEH-
TOK C KOJIBIIEBOM X-XPOMOCOMOMW, KOTOPBIE MOTYT UMETh BBIPAJKEHHYI0 YMCTBEH-
HYI0 OTCTAJIOCTb.

Pan uccnenoBaTeneil oTMeyaeT BO3MOKHOCTb MOSIBJICHUS CHEIUPUUECKUX
MICUXOJIOTUYECKHUX MPOOJIEM NpH 3TOM 3a0o0sieBaHUU. Tak, y HEKOTOPBIX OOJIBHBIX
IIPY BBITIOJIHEHUU TECTOB Ha KOod(puimeHT ymcTBeHHOTO pazButus |Q mokaszarenu
HeBepOaIbHON YaCTH TECTOB OB HUXKE CPETHETO.

B mpomnecce o6yuenns neBouek ¢ CIIT BeIsABIsSETCS qOCTATOYHAS YCHUIIH-
BOCTb, HO TPYIHOCTH BO3HMKAlOT B aOCTPaKTHOM MBIIUIEHUH (MIpoOIeMbl MHpu
0Oy4YeHHH MaTeMaTHKe), IPOOJIEMbl C KOHIEHTPAIMEeil BHUMAaHUS.

Benyiiee MecTo B ICUXUYECKOM COCTOSTHUM OOJIbHBIX 3aHMMAET CUMIITOMO-
KOMILJIEKC MCUXWYECKOro MH(paHTwin3Ma. OHU BHYHIAEMBI, YIPSAMBI, MPEANOYH-
TalOT UrpaTh C MIAJIIUMU JeThbMU. Hepenko y OOJMbHBIX MPOSBISETCS MHTEPEC K
OBITOBBIM BOIIPOCAM, PACUETIMBOCTh, OEPEAKINBOCTh. XapaKTEPHBIM ISl BCEX Ia-
LMEHTOK siBJIsieTCA dhdopuueckuit (oH HACTPOEHUSI.

[IpobGnembl ¢ MONOBON WACHTH(PUKAIMEH BO3HUKAIOT KpaitHe penko. [lpwu
NICUXOJIOTHYEcKOM obOcnieoBannu noseneHue 0onbHbIX ¢ CLUT pacueHuBaroT Kak
TUIIAYHO EHCKOE, OJHAKO OTMEYAIOT MEHBIIYI0 IHEPrUYHOCTh U (PU3UUYECKYIO

aKTUBHOCTh. ECcTh cOo00IIEHNSsT 00 SMOIIMOHAILHOM HHEPTHOCTU U OOJIbIIEH YCTOM-
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YUBOCTH K CTPECCOBBIM CUTYALIHSIM.

Jpyrasi 4acTb NCUXOJOTMYECKUX IMPOOJEM M IMOBEICHYECKHUX HAPYIICHHIA
CBsI3aHA C OCOOEHHOCTSIMHU BHEIIHErO BUa OOJIBHBIX M M0JI00HA IpodieMaM, BO3-
HUKAIOIWKUM IIPU IPYTUX THUNAX HU3KOPOCIOCTH M 3aJEPKKHU IOJIOBOTO 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 OTHOLICHHS U B TAJIBHEMIIIEM Y B3POCIBIX CEKCY-

allbHasi aKTUBHOCTh HUXKE, YeM Y 370pOBbIX Jtojieit (D).
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4. JInarHOoCTHKA

IIpenarajnbHast TMATHOCTHKA

Yame Bcero BoisiBiieHne CILIT Bo BHyTpuyTpOOHOM NEepHOIE SBISETCS CIIy-
YallHOM HAXOJKOW, KOT/Ia UCCIENOBAHNE KApUOTHUIIA TJI0/1a TPOBOJUTCS MO KAKOM-
anbo npyroi npuyuHe (BO3pacT MaTtepu U Jp.). BaKHO OTMETUTH, YTO B cliydyae
CLIT BospacT mMaTepu He sABIsIETCS caM 1o cede pakTopom pucka. [loBogom st
U3YYCHUS KapUOTHUIIA MOTYT CIIY)KUTh OOHapy>KEHHbIE MPH YIbTPa3BYKOBOM HC-
cienoBaHuu mioja xapakrepusie npusHaku CIIT: kucto3Has rurpoma, Koapkra-
ISl a0pPThI, aHOMAJIMK CTPOEHUS JIEBBIX OTIEIOB cepAla, Opaxuiiedanus, aHoMa-
JUU CTPOCHUS MOYEK, MHOTOBOJME, MAJIOBOJME, BHYTPUYTPOOHAs 3aJiepKKa pas-
BUTHUA TUIoAa. HapymieHnss ropMOHaIbHOTO cTaTryca MAaTepu MPU CKPUHUHTOBOM
UCCJIEIOBAHUM TIO TPEM WJIM YeThIpeM Mokaszatensm (anbdaderonporenH, XI'Y,
WHTUOMH A, 3CTPUOJ) TakKe JAlOT OCHOBaHUE Tpennoioxkuth Hamuuue CHIT y
mroga. OQHAKO €IUHCTBEHHBIM JOCTOBEPHBIM THATrHOCTUYECKUM KPUTEPHUEM SIB-
JSIeTCSl UCCIIeIOBaHUE KapuoTuna. bojee Toro, npu npeHaTalibHO YCTaHOBJIEHHOM
JMarHo3e KapUOTUIIMPOBAaHUE  CIIEAyeT  O00s3aTe€IbHO  MOBTOPUTH  IOCIHE
poxnenusi(D).

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

Opnako o ¢ kKapuoTunom 45,X fgaxe Npu HATMYUU XaPAKTEPHBIX YIIbT-
Pa3BYKOBBIX U3MEHEHUM MOXKET 0Ka3aThCsl )KU3HECTIOCOOHBIM.

B OonbIIMHCTBE cllydaeB Mocie NPeHAaTaIbHO YCTAaHOBJIEHHOTO AMarHo3a oT-
JTAeTCSl MPEANOUYTCHUE TPEephIBaHNI0 OepeMeHHOCTU. [109TOMy OYeHbh BaXKHO MpHU
MpeHaTaIbHOM T'€HETHUYECKOM KOHCYJIbTUPOBAHUU YUUTHIBATH PACXOKICHUS MEXK-
Jly UATOTCHETUYECKOM KapTUHOW M XapaKTEPOM KIMHUYECKUX MPOSIBICHUU, YTO
OTIPEJIEISIET CIIOKHOCTh MPOTHO3UPOBaHMs eHOTHNa Oyay1iero pebeHKa Ha OCHO-
BAHWU KAPUOTUNHUPOBAHUA. Tak, MpU KIECTOYHOM MO3aWIM3ME, KOrJa KapHUOTHUII

npenacrasiieH B Buge 45,X/46,XX u 45,X/46,XY, KITUHAYECKHAE MMPOSBICHUS MOTYT
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BOOOIIIE OTCYTCTBOBATh. B Takux ciyyasx HEBO3MOXKHO NMPOTHO3UPOBATH HATTMYHE
B OyAyIIeM WIH CTENEeHb BBIPAKEHHOCTH HU3KOPOCJIOCTH 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)KEHH B JIEUEHHH 3TOro 3adoseBanus. lIpeHaTasbHOE KOHCYJIbTHPOBAHHE
BKJItOUaeT B ce0s Oeceqy ¢ OyAyIIMMH POAUTENSAMU O BapuabeIbHOCTH cCOMaTHYe-
CKHUX aHOMAJIUW, BBICOKOM BEPOSTHOCTH HU3KOPOCIOCTH M FOHAJHOM HEI0CTaTOY-
HOCTH, a TaK’K€ O BO3MOYKHOCTH UX Koppekuuu. HeoOXoammo mogayepKHyTh, 4TO
nanuenTsl, ctpagaromue CIIT, mMoryr crate 310pOBBIMHA M NOJHOLUEHHBIMH YJIE-

HaMU OOIlECTBA.
ITocTHATAILHAS JMATHOCTHKA

VY Bcex J1eBOYEK C XapaKTEPHBIMU CTUTMaMU AUCIMOPHUOTeHe3a HE0OX0IUMO
IPOBOANTH KapuoTunupoBaHue. OOBIYHO C ATOW IENbI0 MPOBOAUTCS HCCIEA0Ba-
Hue nepudepudeckux TuMdornuToB. Bo n3dexanne BO3MOKHON OIMIMOKH TIPH MO-
3anyHON (POopME MOHOCOMHHU KOJHYECTBO HCCIEAYEMBIX KIIETOK IODKHO OBITH
noctaTouHbIM. OAHAKO MPH BBIPAKEHHBIX KIMHUYECKUX MPOSIBICHUSIX U OTCYTCT-
BUU W3MEHEHUM MPHU UCCIETOBAaHUM XPOMOCOMHOTO Habopa B IMMQOLUTAX CIIEY-
€T MOBTOPUTH KAPUOTUIIMPOBAHKE, UCTIOB3Ys APyTrue TKaHu (Hanpumep, Guopoo-
nactel)(D).

[Tpn HaMMYMKM MPU3HAKOB BUPWJIM3ALMU WM OOHAPYKEHUU HEOTIO3HAHHBIX
Y4aCTKOB TIOJIOBOW XpoMOcOoMBI (X mwin Y) HeoOX0IuMO MPOBECTH UCCIICOBAHHE
Ha IpeaMeT HaJIM4Ks TeHeTHYecKoro Marepuana Y-xpomocomsl. [Tox atum noapa-
symeBaercs JJHK ruOpuansanus wim duryopecueHius inSitU, ¢ UCIoIb30BaHUEM
Y- uentpomepbl u np. MHorga BO3HHMKAaeT HEOOXOAMMOCTh HCCIEIOBaHUA Y-
MaTepuaia B pa3IMyHbIX TKaHsX. [IpoBoauTcs uccnenoBanue Ha Hanuue SRY re-
Ha. OnHako BbisiBiieHHe TeHa SRY, koTopslil oTBevaeT 3a nosnoByto quddepeHun-

POBKY, HE SIBIIIETCSI CaMO MO ce0e TOCTOBEPHBIM MapKEpPOM Pa3BHTHS rOHam001a-

19



ctoMbl. [I03TOMYy HET HEOOXOAUMOCTH B TOTAIbHOM CKpUHHUHTE nanueHTos ¢ CIIT
Ha SRY reH.

Hanuune Y-XpoMOCOMBI WU €€ ydacTKa sIBJsieTCs (PAaKTOpoM pucKa pa3BuU-
THS TOHAA001acTOMBI. PaHee mpenonaraiy, 9To PUCK Pa3BUTHS TOHAI00JIaCTOMBI
coctaBisieT Okoi0 30%. OCHOBBIBasCh Ha TMOCIEIHUX KIMHUYECKUX HC-
CJIEIOBAHUAX, CTENIEHb PUCKA PA3BUTHS TOHA00JACTOM CUATAIOT HECKOJIBKO HUXKE
paHee onyOJMKOBaHHOM, OHa coctaBisieT 7-10%. OnHako, nmo-npexHeMy, IpH Be-
JICHUU TaKUX MallUeHTOB MPEANOUYTUTEIHHO MPOBEACHUE TPEBEHTUBHON TOHAEK-
tomuu. [Ipu oTkaze manueHTa Wi poauTeNaei OT MPOBEACHUS TOHAJACKTOMUM He-
00X0AMMO TIIATEIBLHOE HAOJIOJICHHE C MPOBEICHUEM DPETYJISPHON KOHTPOIBHOMN
BJIATAJIMIIIHON COHOTrpaduu, BKIIIOYAs JOIJIEPOBCKYI0 coHorpaduro. [lokazanus k
KapUOTHUITMPOBAHUIO MpeicTaBicHbl B Tabmuie 3(D).

Tabauua 3

IToka3zanus k KapuoOTUIIUPOBAHUIO

Buyrpuyr-

oGO OOHapy’KeHHbIE TIPU YJIbTPA3BYKOBOM HCCIIEIOBAaHUU IUIOJA: KOApKTalMs aop-

Thl, AaHOMAJIMM CTPOEHHUS JIEBBIX OTJAEJIOB CepAlla, Opaxuuedanus, aHOMaIUU
CTPOEHHS MOYEK, MHOTOBOJUE, MAJIOBO/INE, BHYTPUYTPOOHAs 3aJep>KKa pa3BU-
Tus nuoja. HapyieHns ropMoHalIBHOTO cTaTyca MaTEpU 10 TPEM WIIM YETHIPEM
nokazaressiMm (anbda-peronporent, XI'H, HrUOMH A, 3cTpUON)

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

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

BpoxieHHbIC TOPOKH Pa3BUTHS: KOAPKTAIUS a0PThl, AHOMAJIMHU JICBBIX OTJCIIOB
cepama u Jip.

JercTBo Ocobennoctu (heHoTuma 3ameprkka pocta HesicHOro reHnesa [laronorus cepued-
HO-COCYAMCTOM CUCTEMBI U Ipyr'He OPOKU pa3BUTus, XapakrepHble st CLIT

Ocobennoctu (penotuna Huszkuii poct, OTCYTCTBHE BTOPUYHBIX MOJIOBBIX MPH-
3HAKOB, MEPBUYHAS WJIM BTOPUYHAsS aMeHopess Ha (OHE PEe3KO MOBBIIIEHHOTO
YPOBHSI TOHAJOTPONHBIX TOPMOHOB, OTCYTCTBHUE SIMYHUKOB U HEIOPA3BUTHE
MaTKH 1o JaHHBEIM Y 3U

ITyb0epraTHbIi
BO3pacT

TI'opmonanbHbie usmeHenust npu CILIT
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I'onaporponnas pyHkuus

IlepBrunas oBapuanpHas HepocraTouHocTh npu CIIT conpoBoxpaaeTcs co-
OTBETCTBYIOLIECH peakiuel runoragaMo-runous3apHoi cucteMsl. B HopMe oTpu-
HaTesibHas oOpaTHas CBs3b MEXAY TMIIOTaaMO-TUIO(U3apHOI cHUCTEMON U roHa-
naMu QYHKIIMOHUPYET Y IUI0A U B IEPBBIE MECSIIbI IOCTHATAIBHOMN KU3HHU.

[ToBpIlIeHNE YPOBHS TOHAIOTPOMHBIX TOPMOHOB, OCOOEHHO (OJTHKYIOCTH-
mynupytoiero ropmona (PCI'), ormeueHo yke B NEpBbl€ HENEIH KU3HU Y JEBO-
yek ¢ CIIT u coxpansieTcsi B TeueHue noiayropa-nsyx Jjietr. C 2 1o 5-6 ner orme-
YaEeTCsl CHUKEHUE YPOBHS TOHAJOTPOIIMHOB, UTO CBSI3aHO C aKTUBALMEN LIEHTPab-
HOT'O MEXaHMW3Ma, MMOJABISAIOIIEr0 UMITYJIbCHYIO cekpenuto JII'-PI" HezaBucumo ot
YpOBHS MOJIOBBIX cTepouaoB. C 5-6 net motennuzupyromnuit ropmos (JII'N) u ©CI
BHOBbB IOBBIIIAIOTCA U Bo3pacTaloT B 10 pa3 B mybepraTHbIi nepuos. Tepamnust 3c-
TPOr€HaMHM JIUIIb YACTUYHO CHOCOOHAa CHU3UTh YPOBEHb NOHAJOTPOIIHBIX T'OPMO-
HOB (D).

B penxux cayqasx y nesouek ¢ CIIT moxer HaOm0qaThCsl COXpaHHAs OBa-
puanbHas QyHkius. Cnontanusld myoeprtat npu CLUT B OonblIMHCTBE Cily4yaeB
HE SIBJISIETCS TOJIHBIM M HE MPHUBOJUT K HOPMAIbHOMY U JUIUTEIBHOMY (PYHKIIHO-
HUPOBAHUIO SUYHUKOB, OJJHAKO M3BECTHBI CIyyau CIOHTAHHBIX U MOBTOPHBIX Oe-
pemeHHocTeil u pojoB y keHmMH ¢ CHIT. ¥V Takux OOJbHBIX YpOBEHb TOHAJIO-
TPOIHBIX TOPMOHOB MOXET ObITh HOPMaJIbHBIM WM HEMHOTO MOBBIIIEHHBIM, OJ-
HAKO KJIIMMAaKTEPUUECKUE U3MEHEHUS Y TAKUX MallMEHTOK HACTYMAIOT 3HAYUTEIBHO
paHblle, YeM y 3I0POBBIX KEHUIUH. [Ipu 3TOM MPOUCXOAUT MOBBILICHUE YPOBHS

TOHAJIOTPONHUHOB.
ComaroTponHasi pyHKIHA

UccnenoBanne ctumynupoBanHoi cexkperuu ['P (Ha mpobax ¢ kinodennHom,
WHCYJIMHOM U JIp.) TPOJEMOHCTPpUPOBAIH MO0 aiekBaTHbIN BeIOpoc I'P B oTBET Ha
CTUMYJISILINIO, JIUOO OJMM3KUI K HOpMabHBIM Noka3arensiM. CHIDKEHHE CeKpeluu
['P y neBouek ¢ CIIT B Bo3pacTe AOMKHOTO, HO HE HACTYNUBIIEro nmybeprara,
0OYyCJIOBJIEHO THITOACTPOrEeHUEN U KOMIIEHCUPYETCS MTPU 3aMECTUTENILHON Teparnuu

HU3KHMH J103aMH 3cTporeHoB (D).
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VY neBouek ¢ CIIT obHapyxeH cHIKEHHBIN ypoBeHb UDP-1, xoTopslii He-
00X0oauM I ocyliecTBieHus nepudepudeckoro 3gpdexra ropmona pocra. [loka-
3aHO, YTO TEpanusi HU3KUMU J03aMH 3CTPOr€HOB yBeJIn4unBaeT ypoBeHb DP-1 B
KpPOBH 370POBBIX JIEBOYEK, TOTJA KAK BBICOKHE J103bI 3CTPOT€HOB, HAIIPOTUB, CHU-
)KarT ypoBeHb DOP-1.

Panee npennonaranock Hamuuue npu CIIT yacTUYHOM PE3UCTEHTHOCTH K

['P u UDP-1. Ognako 310 TpeOyeT AATbHEUILIErO U3yYEHUS.
Tupeorponnas pyHKkuus

ITpu CIUT oTrMeuaeTcsi MOBBIIIEHUE YACTOTHl TaKUX 3a00JIEBaHMM, KaK TH-
peouaut XammuMoTO, THIOTUPE03, TUIEPTUPEO3. AHTUTENA K TKAHSAM IIUTOBUIHON
xene3bl HaxomiaT y 60% nereit ¢ CIIT, ogHako KIMHUYECKUE TTPOSIBIICHUS 3a001e-
BaHUsl BCTPEUAIOTCS ropaszio pexe (runotupeo3 B 4% cmyuaes). Ilpu Hammuuun
130-X-XpOMOCOMBI PUCK ayTOMMYHHOTO IMOPAKEHUS IUTOBUIHOM KEJIE3bl IOBBI-

mraercs (D).

Ju¢pepeHunaNbHbINA TUATHO3

Otnenpubie cumnTombl CHIT MoryT BeTpedathCsi IPU MHOKECTBE pas3jivy-
HBIX COCTOSHUM W 3a00JIeBaHWM, HO OIICHKA KJIMHUYECKOW KApTUHBI B IICIIOM
OOBIYHO MOMOTAET MPABWIHHO YCTAHOBUTH JUArHO3.

OpHako CyIecTByeT TEeHEeTHYecKoe 3a0oJeBaHWe, CHUMIITOMBI KOTOPOTO
cxonubl ¢ CIIT. DTto 3aboneBaHre HOCUT Ha3BaHHWE cuUHApoma HyHaH mo mmeHu
aBTOpA, BIIEPBBIC €r0 ONKCABIICH.

Cunnpom Hynan - 3a0oneBanue, umeromiee penotunuueckue 4eptol CIUT u
HOPMAaJIbHBIN HA0Op MOJIOBBIX XpoMOCcOM. HacToTa BCTpedaeMOCTH CHHJIpOMa J0C-
turaet 1:8000 HOBOpOXKACHHBIX AeTe o0oero moisa. 3abojeBaHUE WMEET ayTo-
COMHO-JIOMHUHAHTHBIA THIT HACJIEAOBAHUS WJIM BCTPEUACTCS CIIOPATUUYECKH U 00Y-
CJIOBJIEHO JKCIIPECCHUEU IMATOJOTHYECKOIO TI'EHA, JOKAJU30BAaHHOTO Ha JJIMHHOM
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
JKEHILMH CTPaJaeT HE3HAYUTEIBHO, XOTs IMyOepTaT, KaKk MpaBUio, 3ajJepxaH. Y
MaJbYMKOB YaCTO UMEETCS KPUIITOPXU3M, TUIOIUIAa3usl TECTUKYII. B mybepratHoM
BO3pACTe BBIABISIETCS THIEPTOHAIOTPOITHBIN THUIIOTOHATU3M. Y OOJBIITMHCTBA
B3pPOCJIBIX MYKUMH (DepTUILHOCTh HapylieHa. Bee manuenTsl ¢ cunapomom Hynan
MMEIOT BBIPAKEHHBIE CUMITOMBI TUCAOMOpHOreHe3a. TUNMUHbI QanuaibHble aHO-
MaJliy: MTO3, HU3KOE PACIOJIOKEHHE TIa3HbIX 070K, aHTUMOHTOJIOUIHBIN pa3pes
rJas.

Bo3MoxHBI U JIpyrue TepHEpPONOAOOHbIE U3MEHEHHUS: aHOMAJIUU TPYAUHBI,
YKOpPOUEHHE I1Ie, KPhUIOBUAHBIC CKIaaAKU 1ied. Hanbomnee cephe3HbIMU TPOSIBIIE-
HUSMU cuHapoma HyHaH SIBIISIIOTCS KapAUOBACKYJISIPHBIE HAPYIIEHUS, HO B OTJIM-
yue oT CIUT nopaxarotcst mpaBbie oTAeNbl cepana. JuddepenumanbHas guarHo-
ctuka ¢ CILT ocHOoBaHa Ha onpeAeIeHUU KApUOTHUIIA.

Koneunslit poct ManpunkoB okoio 160,0-162,0 cMm, neBouek - 150-152 cwm.
Y 50% manueHToB OTMEYaeTcs 3aepKKa YMCTBEHHOTO pa3BuTud. Cekpenus rop-
MOHa pOCTa HE HapylleHa

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

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

Ilpusnak Cungpom lllepemeBckoro-Tepuepa Cunapom Hynan
Buemnuii Bua Tunuuneii s cuagpoma Illepemes- Ouens moxoxx Ha cuHzapoMm Ille-
ckoro-TepHepa pemeBckoro-TepHepa
ITopoxu cepana Ilopokn neBbIX 0THENOB cepaua, cre- Ilopoku mpaBbIX OTAENIOB cepaua,
HO3 a0pTHI CTEHO3 JIETOYHOHN 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 unu npyrue Bapuas- HopmasbHbIi
TBI
)

23



5. Meaumuuckoe oociienoanue 00abHbIX ¢ CHIT

Knuanueckoe pasHoobpaszue cumntoMmoB, xapaktepHbix st CIIT tpeOyet
WHTErpalliid Bpadyeil pa3iMyHbIX CHEIUATBHOCTEH C IENbI0 MAaKCUMAJIBHOTO YIIy4-

[IEHUS KaUueCTBa KU3HU OOIbHBIX.
IlepBuuHOe 00c/IeI0OBaAHME

Ha ocHoBanuu xano0, NaHHBIX aHAMHE3a, TUIUYHON KIMHUYECKOW CHUM-
NTOMAaTUKA MOXHO TMPEANOJIOKUTh Hanmuuue y aaHHou OosbHOM CLIT. Onmnako
JTIMAarHO3 MOKHO CUUTATh YCTAHOBJIEHHBIM TOJIBKO 10 PE3yJIbTaTaM Kapuomunupo-
sanusn (cmotpu BoIe) (D).

[TaiuenTaM C BIEpPBBIE BBISBJICHHBIM JUArHO30M MPOBOJUTCS 00OCIEIoBa-
HUE, HAIPABJICHHOE HA OIICHKY CTETEHH BBIPAXKEHHOCTH aHOMAJUH, XapaKTEePHBIX
JUIsl TAaHHOTO 3a00J1€BaHUsI.

Anmponomempusn

Poct

s xaxaoro pedenka ¢ CIHIT nociie u3mepeHus pocTa Co3AaeTCsi UHIUBU-
JyalibHasi KpuBasi pocTa (MCIOJIb3ys CIeHalbHbIe MEPICHTHUIbHbIE KPUBBIE IS
oonbubix CHIT. Ha nanHy10 KpUBYIO BHOCSITCSI BCE UMEIOIIUECS MMOKA3aTEN POCTa
10 TOJIaM C MOMEHTA POXKIECHUS.

Bec

HyxHo oOpaTuTh BHHMMaHHE Ha BEC MAlMEHTKH, B Cllydae HaJIUYUS U30bI-
TOYHOTO B€Ca HA3HAYUTh COOTBETCTBYIOILYIO JIUETY.

Ynaempaszeykoeoe o6cnedosanue:

VYapTpa3zBykoBO€ 00CIIEI0BaHHE OPraHOB MaJjioro Tas3a, OPIOIIHON MOJOCTHH
3a0pIOIMIMHHOTO MPOCTPAHCTBANIO3BOJISIET BBISBUTH aHOMAINH Pa3BUTHSIBHYTPCH-
HUX OpraHoB (ITOYKHU, TI€UEHb, CEJIC3EHKA), TUTIOIIA3UI0 WU aIlIa3uI0SIMYHUKOB.

Penmezenonozuueckoe oocneoosanue

OmnpeneneHrue KOCTHOTO BO3pacTa

HCCJ’IGI{OB&HI/IC KOCTHOI'0 BO3pacCTta UMECT BAXKHOC 3HAUCHUC JII KOMILJICKC-
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HOW OIICHKM pPOCTa M MPOrHO3e¢ KOHEYHOro pocta. s ompeseneHuss KOCTHOTO
BO3pacTa B MOCIEAHHUE TOIbI BCe OOJIbIIee MPEANOYTEHUE OTaaeTCs Metoay I 'peii-
nuxa-ITaiina (Greulich&Pyle, 1959). Onenka BeneTcst Mo peHTTeHOpaMMe JICBOH
KACTH OOJIBHOM C JTyd4e3aIsiCTHBIM cycTaBoM. Ompeae/ieHHe KOCTHOTO BO3pacTa
IPOM3BOJIUTCS O aTJIACy IYTEM COTOCTABIICHUS ¢ (GoTOrpadusMu M ONMUCAHUSIMH
PEHTTCHOTpaMM, KOTOPBIC B OINPENCICHHBIC BO3PACTHBIC MEPUOMABI Pa3IHUYAOTCS
HE TOJBKO KOJHMYECTBOM SAE€p OKOCTCHEHHSA, HO M HUX pa3sMepaMd M B3aMMHBIM
pacnionokenueM. Y 0onbHbIX ¢ CIUT pa3Huiia MeXIy HMacmoOpTHBIM BO3PACTOM U
KOCTHEBIM cocTaBiisieT 1-2 roaa.

PeHTreHo10ruuecKkoe NCCICIOBAHNE KOCTEH CKeJieTa

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

T'opmonanvnoe oocnedosanue

Onenka cexpenuu CTI

['opmonanbHas quarnoctuka aeduiura I'P mpoBoauTCs TONBKO y TeX 00Jb-
HbIX ¢ CIIT, pocT KOTOPBIX OKa3bIBAECTCSI HIKE S-TIEPLIEHTUILHON KPUBOU AJIs Je-
Bouek ¢ CIUT

IIpu 3TOM OoxmHOKpaTtHOE ompeneneHue I'P B KpOoBU HE MMEET AUArHOCTHUYE-
CKOr'0 3HA4Y€HHUs, T.K. DNIM30IUUECKUN xapakrep cekpeuuu ['P He uckirouaer Bo3-
MO>KHOCTH MOJTYYEHUs! KpallHe HU3KUX 0a3aIbHBIX €ro 3HAaUeHHUH J1axke y 3J0POBBIX
nerer. B ¢Bsa3u ¢ aTuM ucnonb3yrores ['P-ctuMynupyronme TecTsl U ONpeesICHAE
N ®P-1 B cBIBOPOTKE KPOBH.

B xnuHMueckoi mpaktuke HanOoyiee YaCcTO UCHOJB3YIOTCS MPOObI C UHCY-
JuHOM, KiodenuroM, L-m1omna (Tabmwuia 5).

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

Bce ctumynsanronnsie npoObl MpoBoAdTCs yTpoM Hatomak. Ilepen mpose-
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JIeHHeM TMpoObl B BEHY YCTaHABJIMBAIOT UIIy-0abouky uim katerep. llepmonnu-

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

CTaBJI€Ha B TalJIHIIE 5.

Tabnuua 5

CTI -ctumyaupyroniue npoobl

CrumyasiunonHasi Jlo3a u MeTo BBeleHHsI
npoda

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

HMucynun (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,
COHJIMBOCTh,  Opaau-
Kapavst
L-nonma(sieBomoga) 125 mr ecnu Bec < 15 kr 0, 45, 60, 90, Peora, TommHoTa, roO-
250 mr, eciia Bec ot 15 o 35 kr 120,150 JIOBHAs 00JIb

500 wmr, ecnu Bec > 35 Kr, BHYTpPb

IIpo0y ¢ MHCYJIMHOMHEOOXO0IUMO MPOBOJUTH C OOIBIION OCTOPOKHOCTHIO

B CTallMOHApe, B MPUCYTCTBUU Bpada. IIpoTrnBOIIOKazaHueM AJi1 IPOBENECHHUS MIPO-
Obl SIBJISIETCS HU3KUW YPOBEHb IIMKEMHUH HaTomak (MeHee 3,0 MMOJIb/JT), HAAMO-
YyeyHasi HEJOCTaTOYHOCTh C HU3KUM 8-4acOBBIM YPOBHEM KOPTHU30J1a B KPOBH (Me-
Hee 140 HMOIB/1T), a TaK)KE HATMYME B aHAMHE3€ Y peOeHKa dIUIIETICHH.

WNHcynuH KOPOTKOTO JAeUCTBUSL BBOAAT BHYTpUBEHHO B A03¢ 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 mun. B xaxxoM oOpasiie onpenessoT ypo-
BeHb ['P.

['maBHOE ycnoBHe MPOOBI COCTOUT B 003aTEIbHOM CHU)KCHHUU TIIMKEMUU Ha
50% u Oosiee 0 CpaBHEHMIO ¢ 0a3ajbHBIM YpPOBHEM (WJIM HMXKE 2,2 MMOJIB/J).
Hanbonpiniee majeHne TIMKEMHH OTMEYaeTCs OObIYHO uepe3 15-30 muH. mocne
BBEJICHHS MHCYJIMHA. B 3TO BpeMsi 0TMEYaroTCs KIIMHUYECKHUE MTPOSIBICHUS] THUIIOT -
JMKEMHUH B BHJIE IOTIIMBOCTH, TAXUKAPUH, YyBCTBA Toj0a, ciadboctu. [1pu mosis-
JIEHUU CHMIITOMOB TSKEJION TMIOIIMKEMHUH (MIOMpAadeHUE CO3HAHHUsS, CYIOPOTH)
npo0y HEMEUIEHHO MPEPHIBAIOT BHYTpUBEHHBIM BBeaeHueM 40% rimoko3sl (5-10
MJT).

IIpo6a ¢ kJ0deJMHOMBENET K CHUKEHUIO apTEPUATIBHOTO JaBJICHUS, BSUIO-
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ctH, Opaaukapauu. B cBs3U ¢ 3TUM HEOOXOAUM MOHUTOPUHT apTEPUANBHOTO J1aB-
JIEHUSI U YaCTOThI CEPACYHBIX COKPAIIEHUN B KaXIOW TOUYKE 3a00pa KpOBU U Kak
MUHUMYM B T€UEHHUE 3 4acoB IOCJI€ BBEJIEHUS KiodennHa. B ciydae 3HaunTE b-
HOTO CHIDKCHHS apTEepHAIbHOTO JAaBJICHHS TOCe MPoObl BBOAUTCA KOGEUH MO-
KOYKHO WJIY TMJAPOKOPTU30H BHYTPUMBIIIEYHO B BO3PACTHBIX 103aX.

OnpenejieHHe THPEOUIHBLIX TODMOHOB

OuenuBaercs ypoBenb TTT, cB. T4, tak xak y 10-30% nanuentok ¢ CIIT
pa3BHUBACTCS THIIOTUPEO3.

Onpeneaenune JII' u ®CI

JII', ©CI onpenensitorcsa B 13-14 ner nepen HavamoM 3aMEeCTUTEIBHOM ACT-
pPOTEHOTEPANHH, YTOOBI UCKIIOUNUTh HAYAJIO PA3BUTHS CaAMOCTOSITEIbHOTOMy0epTa-
Ta.

KoHTPOJb ININKeMuu

B nerckom Bo3pacTe HapylleHHE TOJEPAHTHOCTU K TIIIOKO3€ Y OOJBHBIX C
CHIT Bctpeuaetcs HeuacTo. Kontpons rmukemuu, CI'TT HeoOXoquM y OOJIBHBIX
C OKMPEHHEM, TIEpe]] TEPANUEN TOPMOHOM POCTA, OKCAHIPOJIOHOM.

Koncynemauyusa kapouonoza u uccieooeanue cepoeuHo-cocyoOucmoil cuc-
memwt. JIo 60% mnamuentok ¢ CIIT umeroT Matogorvi CepaedHO-COCYAUCTOM
cuctembl. B 30% cnyuaeB BCTpedaroTCsi BpOXkKACHHBIC MOPOKHU cepama. [Ipeodna-
JAI0T Cpeld HUX KOapKTalusi aOpThl U MOPOK OMKyCcHUAAIBHOTO KiamaHa. B oc-
TaJbHBIX CJIy4asXx OTMEYAITCsS (PYHKIIMOHAIbHBIE HApYIICHUS CEpJIeYHO-
COCYJIUCTOM CHUCTEMBI - apTepualibHasl TUIIEPTEH3MUs, TPOJIAlC MUTPAJILHOTO KJla-
nana. [IpoBoauTcss u3aMepeHue apTepUAIbHOTO JIaBJICHUS HAa BEPXHUX U HUKHHUX
KOHEYHOCTSIX, ayCKyJbTaIlus cepjia, peHTreHorpadus rpyaHoit kietku, IKI,
yIBTPa3BYKOBOE HCCIIEIOBaHHUE cepiiia u cocynoB. I[Ipu 3aduxcupoBaHHOM TIO-
BbllIeHUU AJ mpoBoauTCA CyTOUHOE MOHUTOpHpoBaHue A/l

Koncynemayusa zunekonozay mnanueHTok crapiie 13-14 ner, nmepen Hava-
JIOM 3CTPOTE€HOTEpaIuHu.

Koncynomayusa okynucmac onpeieieHueM OCTPOTHI 3pEHUS: Y MAllUEHTOK

¢ CIUT yvacro HaOmr0gaeTCs MTO3, AMUKAHT U CTPaOKU3M, a TaK)Ke HapyILICHUS 3pe-
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HUS B BUJI€ aMOJIMOIUHA U TUTIEPMETPOTTHH.

Koncynemayusa omonapunzonozac onpenenenueM octpotsl ciyxa: 30-50%
OOJBHBIX MMEIOT HapYIIEHHUS ClIyXa B BUJE IMPOrpEeCCUpYIONIEH HEWPOCEHCOPHOM
WJIA KOHAYKTUBHOU TYTOYXOCTH.

Koncynemayusa opmooonmas 8-10 ner: MajeHbKas HIKHSS YETIOCTb U
pPETPOrHATU3M MOTYT BECTH K HEMOJHOMY CMBIKAHUIO 3yOOB U JIPYTUM aHOMAJIUSIM
3yOHOTO psa.

Koucynomayusa ncuxonoza:npyu TEPBOM TOCEHIEHUU IICUXOJOT JOJKEH
IIOMOYb NMALUEHTKE U €€ CEMbE CIIPABUTHCS C N3BECTUEM O HAUIMYUE XPOMOCOMHOU
aHOMAJIMU U €€ MOCIEACTBUI. B nanbHeieM KOHCYIbTalus MCUX0jiora Heooxo-
nuMa g npeaotspanieHus xapakrepubix st CLUT necuxonmoruueckux mpooiem,
CBSI3aHHBIX C HU3KUM POCTOM, OCOOCHHOCTSIMU BHEITHOCTH U 33JIEPKKOU MOJIOBOTO
pa3BUTHSL.

Koncynomayuu epaueii opyzux cneyuanvnocmeii(nedposuora, opTonena,
Jorore/a, MmIacTUYecKoro Xupypra 1 T. 1) B 3aBUCHUMOCTH OT BBISIBJICHHBIX 3a00-
JIEBaHUW U IOPOKOB Pa3BUTUSA

[IpoBomsTCA Takxke cmanoapmHble KIUHUKO-NAOOPAMOPHbIE UCC1€006a-
HUA.

I'eneTnyeckoe xkoHcyabTHpoBaHue AeByliek ¢ CIIT u ux poauresneid.
BeposiTHOCTh nosiBiieHUs B ceMbe BToporo pedenka ¢ CILUT Bbicoka npu Hanuuuu
TPAHCIOKANKU X-XPOMOCOMBI Y OJJHOTO U3 POJIUTEIIECH, B OCTAIIBHBIX CIy4YasX OHa
Takas e, Kak B 00IIei MOmyJIsSIuu.

[IInpokoe pa3BUTHE METOAOB SKCTPAKOPHIOPAIBHOTO OIUIOJOTBOPEHUS IO-
3BoJisttOT keHnHe ¢ CIIT BeiHAmmMBaTHL OEPEMEHHOCTH U POXKATH (IKCTPOKOPIIO-
paibHOE OIUIOAOTBOpeHHUE yaaercs npousBectu 50-60% sxenmun ¢ CHIT, obpa-
TUBIIMXCS B CHEUUAIM3UPOBAHHBIE LEHTpPHI). {1 neBOYEK, UMEIOIIUX CIIOHTAH-
HBIM, HO KPATKOBPEMEHHBIM NEPUOJ OBAPUAIIBHOM aKTUBHOCTH, BO3MOYKHA KPHO-
KOHCEpBAIUA OOLMTOB C MOCICAYIOIMIMM HUX OIUIOJOTBOPEHHEM WU BHEJPECHHUEM B
HHIOMETPUN MAIMEHTKH, JKeIarolled UMeTh peOeHKa.

BepositHOCTE pokaieHust 60sibHOTO pedbeHka y skeHmuHbl ¢ CIIT Bhiie, yem
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y 3I0POBBIX JKEHIIUH U 3aBUCUT OT KOHKPETHOTO BapHaHTa XPOMOCOMHOM aHOMa-
JIMY y TIAMEHTKHU. BbICOKa BEPOSATHOCTh POKIAEHUS pedeHKa ¢ cuHapoMoM JlayHa,
spinabifida, mopokamu cepana. B mogoOHBIX ciydasx HEOOXOIMMO TMpeaBapu-

TEJIbHOE TeHETUYECKOE TECTUPOBAHUE IMOPHOHA.
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6. Jleuenue

OcHoBHbIME 331auamu Jiedenust 6oapHBIX ¢ CILUT B meTckoM u moapocTko-
BOM BO3PacTe SABIIAIOTCA CIEIYIOIINE:

* YBEJIMYEHUE KOHEUYHOT'O POCTa;

* (opMHupOBaHWE BTOPUYHBIX IOJIOBBIX MPU3HAKOBU YCTAHOBJICHUE PETY-
JSIPHOTO MEHCTPYaJIbHOTO LIMKJIA;

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

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

Ha ceroansiianit nens seuenne HP npu CIUT BkimrowaeT npumeHeHue pe-
koMOuHaHTHOTO I'P (pI'P), MoMy4yeHHOro C MCMOIB30BAaHUEM TEXHOJIOTHMH PEKOM-
ounantHoi [IHK. [lannoe 3a0oseBanue sBisieTcsi HanboJee 4acThIM TOKA3aHUEM K
tepanuu pI'P (o ganueiM MexyHapoaHoro uccienoBanus KIGS B 1996 r.,oxkomn0
15% narmuenTos, Hy»)aatomnuxcs B repanuu pI'P — neBouku ¢ CIIT). B Poccun B
HACTOsIIIIee BPEMS 3aperucTpupoBanbl npenapatsl pI'P Heckonbkux ¢pupm: Hopau-
tpoiuH Novo Nordisk), I'enorporun (Phiser), Xymarpon (Eli Lilly), Caiizen
(Merck Serono), Pactan (YdaButa). OnbiT npumenenus pl'P B MexmyHapoHOM
MPAKTUKE 32 MOCIEIHUE 15 JeT MO3BOJISIET CUUTATH 3TOT BUJ TEPANUUA METOJIOM
BoIOOpa st jeueHust Huskopocioctu (HP) mpu CILT. CoBpemMeHHass METOAMKA
npuMenenus: pI'P uenoBeka st neuennst HP yneBouek ¢ CILIT pekomennyer ciie-
OYIOIIYIO CXEMY Teparnuu: €XKeIHEBHOE MOAKOXKHOE BBEJICHHE B BEUEPHUE YaChl
(20-22.00) B mo03¢e 0,05 Mr/kr/cyT

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

Henbto neyenus pI'P npu CIUT siBasieTcst CTUMYIISILIUASL POCTa CBEPX FEHETH-
YEeCKOro mnoTeHuuana. Yem mnpoAoKUTENbHEE POCTCTUMYJIMPYIOIIEE JICUCHUE B
npenyOepTaTHBIA MEePUO, TeM BBINMIE KOHEUHBINH pocT. OTMeUaroTcs: MHANUBUIY-
aJbHBbIE OTJIUYMUS B UYBCTBUTEJIBHOCTH K POCTCTUMYJIUPYIOUIEH TEparuu B 3aBU-

CHUMOCTHU OT TAKHUX q)aKTOpOB, KaK CTCIICHb OTCTaBaHUA B pOCTC HAa MOMCHT HadaJjia
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Tepanuu, UeIeBOM pOCT (OCHOBAaHHBIM Ha MOKA3aTeNAX POCTA POAUTENEH), BO3pACT
Ha MOMEHT HadaJla Tepaluu, JUINTEIBHOCTh Tepanuu. J[aHHble MHOTOYMCIIEHHBIX
MCCIIEIOBAaHUM MOKA3bIBAIOT, YTO Ha3HaueHWE pl'P BbI3bIBAET yBEIWUYEHHUE CKOPO-
CTH POCTa M 3HAYUTENIBHO YJIYYIIAET POCTOBOW IpOrHo3. Ilpu mmurensHOM Tepa-
MU B T€YEHHUE MEPBOro rojia HaOIIOJANIOCh YBEIMUYEHHE CKOPOCTH pOCTa B Cpej-
HEeM /10 7 cM/TOJl, Ha 2-M rojy — IMOYTH Ha 6 cM/TOJ U B TeueHue 3-ro roja — 5
CM/TOJI, UTO OCTaeTcs BBIIIE, YEM Y HeJIeUeHHBIX 00sbHbIX .KoHeuHas nmpubaBka B
pocTte, onpeaensieMas Kak pa3HUIAa MEK/1y KOHEUHBIM POCTOM U ITPOTHO3UPYEMBIM
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,
MCIIOJIb30BaHUU ONITUMHU3UPOBAHHON SCTPOT€HOTEPAIINN YIA€TCS JOCTOBEPHO yBE-
JUYUTh KOHEYHBIM POCT 10 JOCTUKEHHUS 5-TO MEPUEHTHIIA NOMYJISLNU 310POBBIX
XeHIMH. [Ipu mpoBeleHuu POCTCTUMYIUPYIOUIEH Tepanuu HEOOXOAUM MOHHUTO-
PHHT y TeIuaTpa-3HA0KPHHOIOTa Kax bie 6 Mecsies (D).
Hnoykuyusa nyvepmama

[{enpro 3CTPOreH3aMECTUTENBLHOM TEPANNK SIBJISIETCS MAaKCHUMAJIbHO IOJHAs
MMUTALUS HOPMAJIBHOIO IOJIOBOIO PAa3BUTH. Y 3I0POBBIX JI€BOYEK HAYAJIO Pa3BU-
THS MOJIOYHBIX eje3 (Tenapxe) Hactymnaer B Bo3pacte 10,5+2 roga. [Ipomecc mo-
JIOBOTO CO3PEBaHUs HAUMHAETCS C TEJIAPXE U 3aBEPIIAECTCS MEPBOU MEHCTPYAJIBHOU
peakiuelr (MeHapxe) U mpojoipkaeTcs okojo 2,5 mer. [Iporece momoBoro pa3Bu-
THsI OLIEHUBAETCS MO CTAIWSM Pa3BUTHUSI MOJIOYHBIX jKelie3 o TaHHepy U ynbTpa-
3BYKOBOM KApPTUHE U3MEHEHWM MATKU U SIMYHUKOB. /[0 Havana 3CTporeHoTepanuu
HEOOXOJMMO MPOBECTH MCCIIEIOBAaHNE YPOBHS TOHAJOTPOIHBIX TOPMOHOB, YTOObI
yOeuThCsl B OTCYTCTBUU BO3MOKHOTO CIIOHTAHHOTO MyOeprara. Bricokue nokasa-
TEJIM TOHAJOTPOIIMHOB ITO3BOJISIIOT HA3HAYATh 3AMECTUTEIIBHYIO TEPAIIUI0 dCTPOTe-
Hamu . [Ipu nmoixyyeHun HOpMasbHBIX MOKa3aTeaei JIOTEMHU3UPYIOIIET0 TOPMOHA
(JII') 1 ®CI'neo0XonuMO MPOBOJAUTH YJIBTPA3BYKOBOE HCCIEAOBAHUE MATKU U
AUYHUKOB. [Ipy 3TOM HEOOXOAMMO YUUTHIBATh J0303aBUCUMOE (B HU3KUX J103aX —

CTUMYJIMPYIOIIEE, a B BBICOKUX — TOPMO34Illee) JeHCTBUEICTPOreHOB Ha CO3pEeBa-
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Hue ckenera. Ha naHHbI MOMEHT MpeACTaBIsSETCS HEIeaeco00pa3HbIM OTKIIAbI-
BaTh MHAYKIMIO IyOEepTaTa, TaK KaK 3TO HETaTUBHOBJIMUSET HA ICHUXOCOLMAIBHOE
CTAHOBJICHUE, a TAK)KE HA KOCTHYIO CHCTEMY U JIPYTHUE aCIEKThl 3I0POBbS Mal[UEH-
TOK. Y CTaHOBJIEHO, YTO 3aMECTUTEIbHAS TE€panusl ICTPAAUOJIOM ¢ 12 jer He oka-
3bIBAET HEFaTUBHOIO BJIMSIHUS HA KOHEYHBIN pOCT MAalMEHTOK NpH JieueHuu plP .
Huskue 1o3bl 3CTpOreHOB MOTYT NMpUMEHsAThCA ¢ 12 jet. Kpome mnepopalibHbIX
¢dbopM, MOTYT OBITH UCHIOJIB30BAaHbI TPAHCAEPMAIBHBIE ICTPOTEHBI, a TaKXKe JEMo-
dbopmbl Kak Oonee (uzmosnoruuHas anbTepHaTuBa. HawanbHas n03a cocTaBisieT
1/10 (0,2 mr)unu 1/8 (0,25 Mr) ot B3pocioit 10361 (2 MI) 3CTpaamnoiia,c MOCTENEH-
HBIM yBEJIMYEHUEM J103bI B TedeHue 2 et (D).

3aTeM HAaYMHAETCS MPUEM 103, SKBUBAJIICHTHBIX J03aM y MOJIOABIX >KEHIIUH
(2 mr sctpaguona B cyt, 0,IMr TpaHcaepMmaibHOTO 3CTpajauoia B CyT wid 2,5
MTI/MEC ACTpaIMoJia TUMIPONMOHATA JUIsl BHYTPUMBIIIIEUHOTO BBeACHUs). [ HOP-
MaJbHOTO Pa3BUTHS MAaTKH M MOJIOYHBIX KEJe3 CUMTACTCS 11eJIeCO00pa3HbIM MOJI-
KIIFOUEHHUE MPOTECTEPOHA HE PAHEE, YEM Yepe3 2 roa OT Hadalla dCTPOreHoTepa-
MWW WIK 10 HadaJla JOCTH>KEHUs MeHcTpyauuid. CHHTETUYECKHE OpaJIbHbIE KOH-
TpalenTUBbI HE PEKOMEHAOBaHbI, TAK KaK OHU COJEPKAT BHICOKUE J103bl CHHTETH-
YECKHX 3CTPOrE€HOB, & CUHTETUUYECKUE MPOTECTUHBI MPENATCTBYIOT HOPMAIBHOMY
pa3BUTHIO 1MOJIOBBIX opraHoB (D).
Koppekuus enewnux anomanui

[IpoBoauTCS TOJABKO B Ciay4yae 3HAYUMOTO KOCMETHUYECKOTO JedeKrta (Kpbl-
JIOBUJIHBIE CKJIQJIKH II€W) WJINA MPU HAPYIIEHUU (DYHKIMU opraHa (Hampumep, BbI-
paxeHHbI 1T03). Hy’)kHO TOMHUTB O TIPEApPacoOKEHHOCTH K 00pa3oBaHUIO Ke-
nounnbix pyoroB npu CILT . Hexotopsie neBouku ¢ CIIT CKIOHHBI K pa3BUTHIO
oxxupenus. bonbabie CIIT Haxonarcs B rpymme pucka o passuturo Al' u caxap-
HOTO Auabera, a OXKHPEHUE JeJacT pa3BUTHE ITUX 3a00JieBaHM 00Jiee BEpOSIT-
HbIM. K TOMY k€ M30BITOYHBIN BEC B COYETAHUHU C HU3KHUM POCTOM M JUCIUIACTHY-
HBIMHM YEepTaMH JIMLA U (PUTYPBI MOXKET CO3JaBaTh JIOMOJHUTEIbHBIE TICUXOJIOT -
yeckue TpyaHocTu. [loaTomy HEOOXOAMMO KOPPEKTHUPOBATH MPUBBIYKU MUTAHUS U

BECTH aKTUBHBIN 00pa3 xu3Hu. [Ipu Heooxoaumoctn y nanueHtok ¢ CLIT mpogo-
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nutest Koppekiwsi AJl, yriieBogHOTO 0OMEHa, THPEOUIHOTO CTaTyca, JICUYCHHE UH-
ekt MOYEBBIBOISIINX MTyTEH, aKTUBHOE JICUCHUE CPETHUX OTUTOB U JIp.

B npogunakmuxe ocmeonoposza urpaer BaXHyI poOIb JIUTEIBHOE Jieue-
Hue pl'P u 3amectuTenbHas Tepanus MOJOBEIMA TOPMOHAMH, YTO YIIy4IIaeT Mpo-
THO3 JUIS TUIOTHOCTH KOCTH W BO3MOKHOTO pa3BUTHs ocTeorneHuu. Kpome Toro,
IUIS ONTUMM3ALUN 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 HabOn1w00enun 3a nayuenmxou c¢ cunopomom Illepewesckozo-
Tepuepa (D)

Habnwooenue snookpunonoea:1 pa3 B 6 mecIies.

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

KOHmpoab eeca:1 pa3 B 6 MecsILeB.

Koumponws ckopocmu pocma:1 pa3 B 12 mecsiues.

Onpedenenue kocmrnozo sospacma:l pa3 B 12 mecsies (Ha ¢hoHe Teparun).

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

cmpancmea:1 pa3 B 3 rona.

y]lbmde’@VKOGOe ucciedosanue maioco masa:B 12 aer [epeca HadajadoM ICT-

poreHotepanuu. Eciu ypoBeHb TOHAJIOTPONMHOB HE TMOBBIIIEH, BO3MOXKHO CaMoO-
CTOSITEJIbHOE Hayajlo Mmybeprara, Hy»KHO HCCIE0BaTh COCTOSHUE TOHAJ MpU TO-
MOIIIH YJIbTPa3BYKOBOTO UCCIIETOBAHMS.

KOHI’I’ZDO]Zb apmepudilbHo20 dasnenus Ha PYKax u Hozax. 1 pas B 6 MECCALICB

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

Ixokapouoepadus - MOBTOPUTh B TMOAPOCTKOBOM BO3pacTe, MPU HATUIUH

U3MEHEHHUI COBMECTHOC BCIACHHC C KapaAOJIOraMu.

Konmpons caxapa kposu:1 pa3 B 1Ba Mecslia Npu JEUYEHUH TOPMOHOM POC-

Ta, 1 pa3 B 6 mecsieB 0e3 JeUeHUs.

Cmanoapmuulil _2110KO30MOIePaARMHbLIL__mecm. TIepe]l HadajioM JICUCHHS

TOPMOHOM POCTA.

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

Onpeodenenue JII'. @CI:B 12 net nepen HayaIOM 3CTPOreHOTEPAIUU.

Konmponw obwezo ananuza kposu, mouu:1 pa3 B 12 mecsiies.

KOHWIDOJZb OUOXUMUYECKO20 aHaIU3A Kpoeu (KD@CIWLUHMH. MmpaHCamMmuHA3svl,

aleKkmpoaumvl, wenounas gocgomasa):1 paz B 6 MecsIeB npu JeYESHUHU TOPMO-
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HOM pocTa, 1 pa3 B roji Ipu JICUEHUH TOJIBKO 3CTPOTrE€HAMH.

KOHCVﬂbmaMUﬂ omoJjidpurnzoiozca ¢ onpec)eﬂeHueM ocmponibl CJZVXCZ.'I pas B

12 - 24 mec.

Habnwoenue rapouonoza, Hepdponoza, opmoOoOHmMdA, opmoneod, OmoJd-

PUH20Jl02cd U dpyeux 6paqeﬁ—cneuuaﬂucm06:B 3aBUCUMOCTHU OT UMCIOIITUXCA 3a00-

JICBAaHUU U ITIOPOKOB PAa3BUTHA.

Habnwooenue ncuxonoca:B 3aBUCUMOCTH OT peKOMeHI[aHI/Iﬁ IICUXoJora.

O6s3atensHO B myOepTaTHBIA nepuoj. [lcuxorepaneBTuyeckoe JeYeHUE JOJIKHO
OBITh HAINPABJIEHO 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 HAPYIICHUH 310pOBbs U HHPOP-
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
GyHKUMM opraHa (HampuMmep, BBIPAKEHHBIA MNTO3). XUPYPrHUECKOE BMeEIa-
TEJIbCTBO NPOU3BOAMUTCS crnenuanucramu. [lo BO3MOXXHOCTH, NPU OTCYTCTBUH
(YHKIIMOHAJIBHBIX HapyLIEHUN CleAyeT BO3AECPKHUBATHCS OT XUPYPIHUECKOIO
BMEILIATEIbCTBA, MOCKOIbKY YCTPAHEHHUS] KOCMETHYECKOTo JedeKTa MOXKET MpH-
BECTU K HApyIICHUIO (PYHKLIHUU MOCIE ONepaluu. ITO OTHOCUTCS KaK K BHEIIHUM
aHOMAJIUSIM, TaK U K XUPYPTUYECKON KOPPEKUUU MOPOKOB BHYTPEHHHUX OPraHOB.
HyXHO MOMHUTH O MPEapacloyiOKEHHOCTH K 00pa30BaHUIO KEIOUJHBIX pyOlLIOB
nipu cunapome lllepemesckoro-TepHepa.

IIpoghunaxmuka u newenue oxrcupenus

Hexotopeie neBouku ¢ CIIT ckIIOHHBI K pa3BUTUIO OXHpPEHUs. BoibHbIE
CHIT naxonsATcst B TpyIIEe PUCKA MO PAa3BUTHUIO apTEPUATBLHOM THUNEPTEH3UU U
nuabeTa, a 0)KUpPEHHE JiellaeT pa3BUTHE 3TUX 3a0oJjeBaHul Oosee BeposTHBIM. K
TOMY K€ HM30BITOYHBIA BEC B COUETAHMH C HU3KUM POCTOM U JUCIIACTUYHBIMU

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

dbopMHUpOBaTh MUILEBbIC MPUBBIYKKA U MPUBBIUKY K (PU3NYECKUM YIPAKHEHUSIM Y

CBOUX JIETEH.
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/. Benenue B3pocibix nanuenToxk ¢ CIIT

B3pocnsie nanuentsl ¢ CIIT nMeroT BBICOKHNM PUCK Pa3BUTHUSL PA3IUUYHBIX
3a00JI€eBaHUN U JOJDKHBI HAXOJUTHCS MOJI MPUCTAIbHBIM HAOJIOJEHUEM Bpaue
BCIO KM3Hb. CBOEBPEMEHHOE MEJUIIMHCKOE BMEIIATEIbCTBO CHUYKAET PUCK PA3BU-
TUS paHHEel 3a0071€Ba€MOCTH U CMEPTHOCTH M YIyUIIAaeT KaueCTBO KU3HU MallleH-
Ta.

OCHOBHOI NMPUYMHON TOBBIIIEHUS CMEPTHOCTU O0JBHBIX cuHApomoMm llle-
penieBckoro-TepHepa SBISIETCS CEpJIEYHO-COCYIUCTAs MaTOJIOTHs, U B YaCTHOCTU
JWIATAlMs U pa3pblB A0PTHI, BTOPOM MO 3HAYMMOCTH MPUYMHOW MOBBIIEHHOU
CMEPTHOCTH SIBJISIFOTCS 3JI0KaYECTBEHHbIE HOBOOOPA30BaHUSI.

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

Nmutanust paboThl HOPMaJIbHBIX SMYHUKOB OCYIIECTBIISICTCS IyTEM Ha3Ha-
YEHUSI 3aMECTUTEIIbHON Teparnuu dCTPOTeHaMU U TpenapaTtaMu mporectepoHa. Lle-
Jecoo0pa3HO MPUMEHEHHE KOHBIOTUPOBAHHBIX (MpeMapuH B po3e 0,625 - 1,25 mr
B JIEHb) WJIM MPUPOJIHBIX ACTPOreHOB (3cTpodeH B no3e 2 Mr B AeHb). [Ipenapatsl
MPOrecTepoHa Ha3HAYAIOT JOMOIHUTENIBHO C 15-T0 1o 25-1 1eHb UKINYECKON Te-
panuu: MeJpoKCHIporecTepoHa amerar 5-10 Mr/aeHs Wi HOPITUHIPOH 1-2 Mr B
JneHb. Bo3MOXHO mNpuMeHEHHEe KOMOWHUPOBAHHBIX MPENapaToB, COJAEp KaIINX
MPUPOJIHBIE 3CTPOTEHBI U TeCTareHsbl (IMBUHA, [IUKIONPOTMHOBA) MO UKINYECKON
CXeMe.

Hcnonb3oBaHWe CUHTETUYECKUX ACTPOTEHOB WJIM KOHTPALICTITUBOB, COJIEP-
KalMX 3TUHWI-3CTPAINOJ, HEKeNaTelbHO. JIeueHre 3cTporeHaMu U mporecThHa-
MU MPEKpaIaeTcs B BO3pACTe HACTYIJICHUS MEHOTIAY3bl Y 3[I0POBBIX KEHIUH (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 NanueHTKamMu ¢ cuHapomoM Illepemesckoro-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, 3a0PIOMIMHHOTO TPOCTPAHCTBA

KoHnTponb aprepuanbHOro naBieHus, aycKyib- 1 pa3 B 6 Mec U yallie Ipu He00X0IMMOCTH
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 KpEaTHUHMHA KPOBH, a30Ta MOYEBUHBI,
[JIIOKO3bI, JUMUAHOTO Tpoduis, (epMEHTOB

IIEYECHU

Kontpons obuiero anain3a KpoBU, MOYU ] pa3 B rox WM yaumie Npu HaJIUYUU IIOPOKOB
MOYEBBIIEIUTEIBHON CUCTEMBI.

KoHcynbranus ruaexosora 1 pa3 B rog

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

HaGnronenue xapauosnora, Hedposora, orona- [lo mokazanusm
PHHTOJIOTa U IPYTUX Bpadeh-CIEeNUaINCTOB

Jencuromerpus B nepBoe nocemieHre B3pociaoro 3HI0KPUHOIO-
ra WIH TepaneBTa W 4Yepe3 5 JIeT - €Cld HEeT
YMEHbIIIEHUsI KOCTHOW mioTHOocTU. [locnemyto-
miee u3Mepenue nocie S0 ner

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

[Tonmnoe MemuuHCKOE 0OcnmenaoBaHHE ¢ oco- [lepen 3amnaHupoBaHHON OEPEMEHHOCTHIO
6GHHO TINATCJIIBHBIM ITOMCKOM ITATOJIOTUH cep-

JIEYHO-COCYIUCTOM Y MOYEBBIICIIUTEIBHON

CHUCTEMBI, TCHETHNYECKOC KOHCynLTHpOBaHI/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 TUETHYECKOE TTH-
TaHWE U aJICKBaTHbIC (PU3MUYECKUE HATPY3KU KaK MPO(UIAKTHKY Pa3BUTH caxap-
HOTO AuabeTa, 0CTeonopo3a, TMIepTOHHH.

* IIpodpunaktuka ocreonopo3a. HeoOxoanumo obecrneuuTs MOCTYIUIEHUE B

38



Opranu3M Kanblivg 1,2 T/CyTKH C MUIIEH WIM NPUHUMATH C MPOPUIAKTHUECKON
LIETIbI0 MEIMKAaMEHTO3HbIe IIpenapatsl. [loanepkanne HOpManbHOTO Beca U IBUTa-
TEJbHAsI aKTUBHOCTh TAKXK€E Ba)KHBI JIJIs1 MPOPHIIAKTUKHN OCTEONIOPO3a.

 Jleuenue npyrux, xapakTepHbIX s cuHapoma lllepemesckoro-Tepuepa
COCTOSIHWM, U COIyTCTBYIOLIMX 3a0oieBaHuil. [Ipn HEOOXOAUMOCTH NPOBOJUTCS
KOppEKILIUs apTepUaIbHON TMIEPTEH3UH, YIIIEBOAHOIO 0OMEHa, TUPEOUTHOIO CTa-

Tyca, JIeueHue HHPEKIUIl MOYEBBIBOSAIINX MyTEH U T.1.

8. 3akiaouenue

CBoeBpeMenHas noctaHoBka nuarHosa CIIT, TmarensHoe MeauuMHCKOE oOclie-
JIOBaHHWE U TIOCJEAYIOIIee HAOIIOACHUE, JICUCHHE ¢ IPUMEHEHHUEM BCEro apceHasa
JOCTYIHBIX MEIUIIMHCKUX cpelicTB oOecneunBaet xeHiuaMm ¢ CIIT nmonHo1eH-
HYI0, aKTUBHYIO KU3Hb. Tepamnus npenapataMy reHHOMHXEHEPHOTO TOPMOHA POC-
Ta YeJIOBEKA MO3BOJISET OOJBIIMHCTBY OOJIBHBIX JOCTHYDL COIHAIBHO MPUEMIIEMO-
ro pocrta, u30exarb OBITOBBIX, TICUXOJIOTMYECKUX U COLUAIIBHBIX MPOOJieM, C KO-

TOPBIMHA CTAJIKUBAIOTCA JIIOAW HU3KOI'O pOCTa.
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