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DenepabHble KIMHHYECKNE peKoMeHaanuu « CHHIpOM
ITTepemeBckoro—Tepuepa (CIIT): KiuHuKa, AMATHOCTHKA, JI€YeHHE»

A.m.H. H.H. BOAEBOA3, akcnepTHbii coeT Poccuitckon Accoumnaunm 3HAOKPUHOAOTOB

DIBY «9HAOKPUHOAOIMYECKMIA HayUHBbIA LeHTp» MuH3apasa Poccun, Mocksa

Cunapom LUlepeuweBckoro—TepHepa XpOMOCOMHasi IATOAOTUsl, 00YCAOBAEHHAsl YaCTUYHOW WAM MOAHOW MOHOCOMMe. Xapak-
TEPHbIMM NPOSIBAEHNSIMM 3200A€BaHMs SIBASIOTCS 3aA€pP)KKa POCTa, NOAOBOM MH(AHTUAM3M U Pa3AMUHbIe BPOXAEHHbIE aHOMA-
AuM (h13U4EeCKOro pasBuTHs. B AaHHbIX peKOMEHAALMSIX COAEPXKATCS CBEAEHUs N0 3TUOAOTUM 3a60AEBaHUS, Mpe- U MOCTHATaAb-
HOW AMarHOCTUKE, NPEACTaBAEHbI MPOTOKOAbI HADAIOACHUS U A€HeHUsl MALIMEHTOB Pa3HbIX BO3PACTHbIX rpynn.

KatoueBble croBa: CHHAPOM LUepeLueBCKoro—TepHepa, 3aAepiKKa pocTta, I'MI'IepI'OHaAOTpOI'IHbIVl rMroroHaAmn3M, Koapkraums aop-
Tbl, A€4EHNE TOPMOHOM POCTa.

Federal clinical practice guidelines on the diagnostics and treatment of Shereshevsky— Turner

syndrome

N.N. VOLEVODZ, Expert Committee of Russian Association of Endocrinology

Endocrinology Research Centre, Moscow, Russian Federation

Shereshevsky—Turner syndrome is a chromosomal pathology related to partial or complete monosomia. Characteristic mani-
festations of this condition include growth retardation, sexual infantilism, and various inborn anomalies of the physical de-
velopment. The present recommendations present information on etiology of this disease, its pre- and postnatal diagnostics,
protocols of relevant studies and treatment of the patients belonging to different age groups.

Key words: Shereshevsky—Turner syndrome, growth retardation, hypergonadotropic hypogonadism, aortic coarctation, treat-

ment with growth hormone.

1. MeToaoAOrus

MeTopl, HCIIOJIb30BAHHDBIE AJI COOpA,/CeIeKIMH 10~
Ka3aTeJIbCTB:

ITouck B 37IeKTPOHHBIX 0a3axX JaHHBIX.

Onucanne MeToI0B, HCIOIb30BAHHBIX 1151 cOOpa/ce-
JIEKIUH J0KA3aTeNbCTB:

Joka3zaresbHOM 6a3011 WISl peKOMEH AU SIBJISIIOT-
cs myoaukauuu, Bomeaiue B KoxpaHoBcKyto 61bmno-
Teky, 6a3bl maHHbix EMBASE u MEDLINE. I'my6una
MOKCKa cOoCcTaBwia S JieT.

Mertonbl, UCTIOIb30BAHHBIE 71T OLIEHKU Ka4eCTBa U
CWJIBI TOKA3aTEeJbCTB:

— KOHCEHCYC 3KCIEPTOB;

— OILIEHKA 3HAYUMOCTHU B COOTBETCTBUU C PEUTHH-
roBoii cxemoii (Ta6a. 1).

MeToapl, WCMONb30BAHHBIE ISl AHAAM3a J0Ka3a-
TeJbCTB:

— 0030pbI NYOJINKYEMBIX METAAHAJTU30B;

— cucteMatrudeckue 0030pbl ¢ TAOIMIIAMU TOKa3a-
TEJIbCTB.

Onncanne MeTONOB, MCHOJb30BAHHBIX JJISI AHAIN3A
JI0Ka3aTeJbCTB:

Joka3zaresbHOM 6a3011 WISl peKOMEH AU SIBJISIIOT-
cs myoaukauuu, Bomeamue B KoxpaHoBckyto 61bmno-
Teky, 6a3bl maHHbix EMBASE u MEDLINE. I'my6una
MONCKa cOoCcTaBmia S JieT.
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MerToapl, HCNOIb30BAHHBIE ISl OIIEHKH KAa4eCTBA W
CHIJIbI I0KA3aTeIbCTB:

— KOHCEHCYC 3KCIIEPTOB;

— OIIeHKa 3HAYNMOCTH B COOTBETCTBUM C PEUTUH-
ToBOI cxeMoii (cM. Ta0. 1).

Ta0uIpBI 10KA3aTEILCTB:

Tabauubl 10Ka3aTeJbCTB 3aMOJHSIMCh YWieHAMU
paboueil TpyIIHbI.

MeTopl, HCTI0JIb30BaHHbIE 1151 OPMYIMPOBAHUS pe-
KOMEHIAIWIA:

KoHceHcyc 3KenepToB.

Muaukatopsl po0pokavyecTBenHoii npaktuku (Good
Practice Points — GPPs)

PexomeHnyeMass moOpoKauecTBEHHAs ITpaKTHKa
GasupyeTcs Ha KIIMHUYECKOM OIBITE WICHOB paboueii
TPYTIIBI IO pa3paboTKe peKOMEHIAIUA.

DKOHOMHYECKHII AHATH3:

AHaIu3 CTOUMMOCTHU He TIPOBOIWIICS M MyOJIMKaLUU
1o (papMaKOSKOHOMUKE He aHAJTU3UPOBAJIVCH.

MerTox BaIMIM3AIMA PEKOMEHIAIIHNIA:

— BHEIITHSS 3KCITepTHAs OICHKA;

— BHYTPEHHSISI 9KCIIepTHAS OIICHKA.

Onucanne MeToAa BATHAN3AIMH PeKOMEHIAIMIA

Hacrosimye pekoMeHIalMu B TIpeIBapUTEIIBHOMN
BepCcUM OBUTH pElIeH3MPOBaHBI HE3aBUCUMBIMHU 3KCITEP-
TaMH, KOTOPBIX IMOMPOCYIIN IIPOKOMMEHTHPOBATH TIpe-
XIEe BCETO TO, HACKOJBKO WHTEPIIpETAlnsT TOKa3a-
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Tabanua 1.

PeiiTuHroBas cxema AAsl OLIEHKM CUABI peKomeHAauuﬁ

YPOBHHU 10Ka3aTEIbCTB

Ornucanue

14+

MetaaHanu3bl BHICOKOTO KayecTBa, CUCTEeMaTHYeCKue 0030pbl pAHIOMU3UPOBAHHBIX KOHTPOJIUPYEMbIX UCCIEN0-
Banuit (PKW), unmu PKU ¢ oueHb HU3KUM PUCKOM CUCTEMATUYECKMX OIIMOOK

KauecTBeHHO MpoOBeeHHbIE MeTaaHaAIU3bl, cucTeMaTuieckue, in PKU ¢ HU3KUM pUCKOM CHCTeMaTUYEeCKUX
OLIMOOK

MeTtaaHanussbl, cucteMaTuueckue, i PKU ¢ BHICOKUM pUCKOM CUCTEMaTUYEeCKUX OLIMOOK
BrICOKOKaueCTBEHHBIE CHCTEMATUYECKHE 0030PhI MCCIIENOBAHUN CIydaii—KOHTPOJIb MIM KOTOPTHBIX UCCIIEN0BA-
HMiA. BeIcOKOKaueCTBEHHBIE 0030PhI KCCIEN0OBAHUIN CIydaii—KOHTPOJIb MM KOTOPTHBIX MCCIIEAOBAHUM C OYeHb
HHM3KHM PUCKOM 3((HEKTOB CMEIINBAHUS MIIH CUCTEMATUUECKUX OIIMOOK U CpeIHEN BEPOSTHOCTDIO TPUINHHOMN
B3aMMOCBSI3H

XopoIio MpoBeAeHHbIE UCCIETOBAHMS CITyYali—KOHTPOJIb WIIM KOTOPTHBIE UCCIEIOBAHUSI CO CPETHUM PUCKOM 3D~
(heKTOB CMEIIMBAHMSI WJIH CUCTEMATUIECKUX OIIMOOK U CPeIHe BepOSITHOCThIO MPUYMHHOM B3aUMOCBSI3U
HccnemoBanust ciydail—KOHTPOJIb MJIM KOTOPTHBIE MCCIIEIOBAHUS C BBICOKUM PUCKOM 2(D(HEKTOB CMEIIMBAHKS
WJIH CUCTEMATUIECKUX OIINOOK U CPETHEN BEPOITHOCTBIO IIPUIMHHOM B3aUMOCBSI3U

He aHaytnyeckue viccienoBaHus (HapuMep: OTMCaHKe clydaeB, Cepuil CITydaeB)

MHeHMEe BKCIEPTOB

Tabanua 2.

PeTUHIOBasi cxema AASl OLLI€HKM CUAbI peKomeHAauuﬁ

Cuna

Onucanue

A

ITo MeHbLICl Mepe, OMUH MeTaaHaIu3, cucTeMaThyeckuit 063op win PKU, orieHeHHble Kak 1++, HanpsiMy1o MpUMEHUMBIE K
LIeJIeBOM MOMYJISILMY U IEMOHCTPUPYIOILKE YCTONUMBOCTD PE3YIbTATOB, WJIM IPyIIa 10Ka3aTeJbCTB, BKIIOYAIOILAs Pe3yIbTaThl
HCCIeIOBaHUM, OLIeHEHHBIE KaK 1+, HalpsIMylo MPMMEHUMBIE K LIeJIeBOI MOMYJISILMY U IEMOHCTPUPYIOLLKE OOLIYIO YCTOYM -
BOCTb Pe3yJIbTaTOB

I'pynma noka3aTenbCTB, BKIIOYAOIIAs Pe3yJIbTaThl MCCIEAOBAaHUN, OLlEHEHHBIE KaK 2+, HAalpsiMyI0 TPUMEHUMBIE K 1IeJIeBOM
TIOMYJISILIMY U AEMOHCTPUPYIOIINE OOIIYIO YCTONYUBOCTD PE3YJIBTATOB, WK IKCTPATIOIUPOBAHHBIE JOKA3ATENbCTBA U3 UCCIIEN0-
BaHMIA, OLIEHEHHBIX Kak 1++ wim 1+

I'pynna nokasarenbCTB, BKIOYAIONIAs Pe3yIbTaThl UCCIENOBAHUI, OLICHEHHbIE KaK 2+, HANPSIMYIO IPUMEHUMBIE K LI€JIeBOI MO-
MYJISLUY U IEMOHCTPUPYIOIINE OOIILYIO YCTOMUMBOCTD PE3YJIbTATOB, UM SKCTPATIOJIMPOBAHHBIE 10KA3aTEbCTBA U3 UCCIIe0BA-
HWH, OLIECHEHHBIX KaK 2++

JlokazaTeabCTBa YPOBHSI 3 MY 4 MJIM 9KCTPATIOJMPOBAHHBIE I0KA3aTeJbCTBA U3 UCCIISI0BAHMI, OLIEHEHHbIX KakK 2+

TEJIbCTB, JIeXKaIllUX B OCHOBE PEKOMEHIAIINI, TOCTYITHA
711 TIOHUMaHUSI.

[TosydyeHBI KOMMEHTapUU CO CTOPOHBI Bpayueil mep-
BUYHOTI'O 3B€HA 1 YYACTKOBBIX ITIEAUATPOB B OTHOIIICHUU
JIOXOMYMBOCTHU U3JIOXKEHMSI PEKOMEHAALIUI U UX OLICH-
KM BaXXHOCTM PEKOMEHIALMi KaK paboyero MHCTPY-
MEHTa MOBCEAHEBHOM MTPaKTUKU.

KoHcynbTanum u 3KCnepTHAs OLEeHKa:

IlocnenHue U3MeHEeHMS B HACTOSIIIMX PEKOMEHIa-
LIUSIX OBUIM MpeaCTaBASHbI IJIsSI MCKYCCUU B TIpeaBapy-
TelbHOM Bepcun Ha KoHrpecce sHIOKpHHOJIOroB 20—
22 mag 2013 r. (MockBa), Ha KOH(MEPEHIIUN IETCKUX
9HAOKpUHOJIOTOB 22—23 uioHs 2013 r. (ApXaHTIeabCK).
[IpenBaputesbHas Bepcus BbICTaBJICHA IS IITUPOKOTO
o6cyxneHus Ha caiite ®PI'BY DHII mig toro, 4ToObI
JINIIA, HE YYaCcTBYIOIIME B KOHIpecce U KOH(MEpEeHIIUIX,
HUMEJIN BO3MOXHOCTb MPUHSITH YIacTUE B OOCYKICHUU
U COBEPIICHCTBOBAHUM PEKOMEHIAIINIA.

IIpoexT pekoMeHmaluii ObLT pelieH3UPOBAH He3a-
BUCHMBIMHU 3KCIIEpTaMM, KOTOPBIX IMOMPOCWIM IPO-
KOMMEHTHPOBATh MPEXIe BCETro TOXOMYMBOCTh M TOU-
HOCTb UHTEPIIPETALIMM A0KA3aTeIbHOU 0a3bl, JeXallen
B OCHOBE PEKOMEHIALINA.
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Paboyvas rpynma:

J1s OKOHYATEeNbHOW peAaKIIMM U KOHTPOJIS Kaye-
CTBa PEKOMEHIIAIINY TTPOaHAIM3UPOBAHBI WieHaAMU pa-
Ooueii rpynIbl, C LIeJIbIO OLIEHUTD, YTO BCE 3aMEYaHUS U
KOMMEHTapUH1 9KCIIePTOB ITPUHSITH BO BHUMAHUE, PUCK
CHCTEMATUYEeCKMNX OIIMOOK TMPU pa3pabOTKe PEKOMEH-
JAIA CBelleH K MUHUMYMY.

Cuna pekomeHnanuii (A—D) mpuBoaurtcs npu us-
JIOXKEHUY TeKCTa PeKOMEH AN,

2. 3THoAOIrUS

Cungpom IllepemeBckoro—TepHepa (CLLUT) 06-
VCIIOBJEH TIOJIHOM WJIM YaCTUUYHON X-MOHOCOMUEN,
MpeACTaBICHHON BO BCEX MJIM XK€ B YACTH KJIETOK Opra-
Hu3Ma. CBsI3b 3a00JieBaHUS C HapylIeHWEM OIHOM
X-XpoMocoMbI Obula ycTaHoBjieHa Popaom B 1959 r.
DTO XpOMOCOMHOE 3a00JIeBaHNE BCTPEYAETCs C YacTo-
toit 1:2000—1:2500 HOBOPOXKIEHHBIX AEBOYEK.

XPOMOCOMHBIE aHOMAJIMU TPU JAHHOM CUHIPOME
TIPOSIBJISIIOTCS B BUIE OTCYTCTBUSI OMHOM U3 ABYX XPOMO-
coM X: IeJIelIMU YaCTH OJHON XpOMOCOMBI X UJIM TPaHC-
JIOKAILIMU B IIpenesiax OJHOM XPOMOCOMBI X, TaKXe BO3-
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MOXKHBI pa3IMIHbIC MO3aNYHBIC BAPUAHTHI, KOTa Xpo-
MOCOMHBIM Habop 4YacTM4HO coxpaHeH. Toabko 1%
SMOPUOHOB ¢ KapuoturnoM 45X0 JocTuraioT cTaauu
IUTOa, OCTAJIbHBIE HE OOCTUTAalOT 28 Hel TecTalluu,
0K0J10 10% cIOHTaHHBIX a0OPTOB CBSI3aHO C MOHOCO-
muen X.

Y HEKOTOpHIX MAIlMEHTOB BO3MOXHO IPHUCYTCTBUE
XpOMOCOMBI Y (ITOJTHOE WJIM YaCTMYHOE) B PSIIE KJIETOK
(BapuaHT 45X/46XY KIMHUYECKU IIPOSIBISIETCS BUPH-
JIN3aluel, oTMeYaeTcsl CMeIlIaHHas JUCTeHe3MUsI TOHa,
YTO SABNsAETCS (PAaKTOPOM PUCKA B pa3BUTUU rOHAm00Ia-
ctoMmbl). O06b19HO ¢ 1enpio guarHoctuku CIIT mpoBo-
IUTCS UCCcliefoBaHue TiepudepudecKux JTUMQOILIMTOB,
OTHAKO OHO HECITOCOOHO OIPEACINTD AeICIIUY U TPaHC-
Jokanuu xpomocom (D).

Hcrionp3oBaHME XPOMOCOMHOIO 30HIWPOBaHUS
BBISIBJISIET TaKWe M3MEHEHMSI KapuOTHUIIa, KaK IeIeIvst
WJIM HaJauyue n30xpoMocoMbl, 1 B ciiydae CIIT moxka-
3BIBAE€T, 4YTO IIOJIHAs MOHOcoMusi 45X BcTpeyaeTcs
ToNIbKO Y 50—60% GoabHbIX. Ha ceromHsiiHuii 1eHb
YCTaHOBJICHO, YTO HE CYIIECTBYET YETKOI KOPPEISIIIUI
Mexny reHoturioMm u peHoruriom npu CHIT (D).

3. KAnHnueckas kaptuHa 3aboAeBaHus

Knunuueckue mposieieHus CIIT upe3BbluaitHO
pPa3HOOOpPAa3HbI, U CTEIEeHb UX BBIPAXKEHHOCTH KpaiiHe
BapuabenbHa. K OCHOBHBIM U HauboJjiee MOCTOSSHHBIM
kauHu4yeckuM xapakrepuctukam CIIT oTtHocsiTes 3a-
JIEp>KKa pocTa, TUIIEPrOHAIOTPOITHBIN TUIIOTOHANNU3M 1
LBl PSII BPOKIEHHBIX AHOMAJIWIA: KPBIJIOBUIHBIC
CKJIaJIKM 11IeW, HU3KUIA POCT BOJIOC, TITO3, SITMKAHT, BbI-
COKOE TOTUYECKOe HeOO, pOTUPOBAHHBIE YIITHBIE PAKO-
BUHBI. [Ipu naHHOM 3aboneBaHUM HAOIIOOAETCS DS
aHOMaJINii pa3JIMYHBIX OPTAHOB U CUCTEM.

Poct

Hapymenue pocta Habmomaetrcsa B 95—100% ciy-
yaeB CIIT. OtcraBaHue B pocTe MPOSIBISIETCS BHYTPU-
yTpOOHOI 3amepkKoil pocta B npeaenax 1—1,5 SD mno
OTHOIIIEHUIO K 3M0POBOI TTOIMYJISIIINU, HU3KOM CKOPO-
cThio pocTa (Huxe —2 SD), HauuMHas ¢ 3 JeT, OTCyT-
CTBHEM DPOCTOBOTO CKayka B ITyOEpTaTHOM BO3pacTe.
Bce 210 npuBOAUT K HU3KOMY KOHEUHOMY POCTY, KOTO-
phIii B cpenHeM Ha 20 cM HUKe 00IIenony/IsIIMOHHOIO
(D).

ITpu ouenke pocta neBovyek ¢ CIIT ucnons3yorcs
CIieliMaJIbHbIe TIePIEHTUIbHBIE TaOJIMIbI U KPUBBIE PO-
cTa (CM. PUCYHOK).

ITpu CIIT B TeyeHre MEPBbIX 3 JIET KU3HU OTMEYa-
€TCSl OTCTaBaHKME KOCTHOTO BO3pacTa OT XPOHOJIOTHYE-
ckoro. 3ateM npumMepHo 10 10 JeT KOCTHBIN BO3pacT
YBEJIMYMBAETCSI COOTBETCTBEHHO XPOHOJIOTMYECKOMY.
Opnnako nocie 10—12 et cHoBa oTMeyaeTcs 3aaepxKa
CO3peBaHMs CKeJieTa, YTO OOYCJIOBJIEHO Ae(UIIMTOM
3CTPOTEeHOB.

HenocrarouHocts pocta npu CIIT obycioBieHa
coYeTaHMeM CKeJIETHOW TUCIUIa3ui, XpPOMOCOMHBIX Ha-
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pYLIEHUI U BHYTPUYTPOOHO 3amepxku pocrta. IlaTo-
noruss SHOX reHa MoXeT SIBISITbCSI TIPUUMHON HU3KO-
pocinoctn npu CIIT, a Takke accollMMpoBaHa C Je-
dopmanmsiMu ckejieTa (necdopmaiinsa ManeryHra, Bajlb-
rycHas nedopmaiiydsi JOKTEBBIX CYCTaBOB, MUKPOTHa-
THSI, BBICOKOE HEOO M YKOpPOUeHHE KOHEYHOCTeH u
MSICTHBIX KOCTE1).

Ilo MHOTrOYMCIEHHBIM NHaHHBIM, Oe(PUIIUT TOPMO-
HoB pocta (I'P) He urpaer cyliecTBeHHOI PO B 3a-
nepxke pocta npu CIIT. CnoHTaHHAss M CTUMYJIUPO-
BaHHas cekpeuus I'P y mammmentok ¢ CILUT Haxomurcs
Ha HOpMaJIbHOM (MJIM CyOHOPMAJIbHOM) YPOBHE J0 ITy-
oepTara.

CHmxenue cekpeuuu I'P y neBouek ¢ CILUT B Bo3-
pacTte IODKHOTO, HO He HACTYIMMBILIETO MmyOepTara 00-
YCIIOBJICHO THUIIO3CTPOTeHMEN M KOMIIEHCHUPYETCS Ha
¢oHEe 3aMEeCTUTEJbHON Tepamuyu HU3KUMU T03aMU
acTporeHosn (D).

CpenHss BenmymHa KoHeyHoro pocta mpu CIIT
BapbUPYET B Pa3IMYHBIX MOMyIALusax oT 140—147 cM.
BrnusHue BapnaGenbHOCTM KapUMOTUIIA HAa KOHEYHbBIMH
POCT IeBoUYeK He JoKa3aHo. OnHAKO UMEIOTCSI TaHHBIE O
0oJiee 01arONPUSITHOM POCTOBOM ITPOTHO3€ IIPU Kapro-
TUIIE, coaepxXalleM u3oxpoMmocomy X(i), MM Mo3anuu-
Hblii BapuaHT 45,X/46,XX. CyllecTBEeHHO BIMSET Ha
nokaszaTeib KoHeuHoro pocta aereii ¢ CLIT poct ponu-
TeJiel MallMeHTOK (YeM BBIILIE POAUTENIM, TEM JIyUIIle PO-
CTOBOI TIPOTHO3) M BO3MOXKHBII CITOHTAHHBIN MyOep-
TaT, CIIOCOOCTBYIOIINI OBICTPOMY YCKOPEHUIO KOCTHO-
IO CO3PEBAHMSI.

IIpoenosuposanue Koneuroeo pocma

B Hacrosiiee BpeMs Haubosee pacnpoCTpaHEH
crnoco0, MpyU KOTOPOM POCT OTMEYaeTCsl Ha TepIeH-
TUIbHOM KpuBoil st 6onbHbIX CIUT 1 maauBUAYyanb-
Hasl pOCTOBasl KpMBasl MPOIOJLKACTCS COOTBETCTBEHHO
rpauKy 10 oxXumaeMoro KoHedHoro pocra. Ha6mozae-
Hug 3a 6oapHbIMU ¢ CLIT mokasanu, 4To 3TOT CIOCO0
JoctatouyHo HagexeH (D).

Hapymenus penpoayKTHBHO# CHCTEMBI

OtcyTcTBUE COOCTBEHHOTO IMyOESPTATHOTO Pa3BUTHUS
xapakTepHo mist manueHTok ¢ CIIT, xors y 30% neBo-
YeK, IPEUMYIICCTBEHHO ¢ MO3aMYHBIM BapUaHTOM Ka-
PUOTHUIIA, MOXET OTMEUYAThCSI YACTUIHBIM COOCTBEHHBIH
myoepTar, ¥ y eIMHUYHBIX TAIIMEHTOK BO3MOXKHA CaMO-
crosgTeabHast 6epeMeHHOCTD (D).

T'unmoronanu3m npu CHIT o6ycinoBieH epBUYHOIM
SIMYHUKOBOI HEAOCTaTOYHOCTHI0. BropmaHoe oBojoce-
HHUe pa3BUBaeTCd CIOHTaHHO y Beex aeBodek ¢ CIIT k
12—13 romaM mop BAWSIHUEM HAOIIOYEYHUKOBBLIX aH-
JIPOTEHOB, a OTCYTCTBME POCTa MOJIOYHBIX XKeJe3, yBe-
JIMYEHUs pa3MepoOB MaTKM M HOPMAJIbHOTO Pa3BUTHUS
BJIaTJIMIIIA OOYCJIOBIICHO OTCYTCTBHEM BBIPAOOTKHU
3CTPOTCHOB SIMUHUKAMM.

Koxa, nepuBatni

Ha xoxe y 6onbHBIX ¢ CIIT oTMeuaroT MHOTOYMC-
JICHHBIE TOOPOKAYECTBEHHbBIE HEBYCHI, KOTOPHIC OOBIY-
HO TIOSIBIISIOTCS Tocie 3—4 net. BenuunHa nx pasnny-
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lMepueHTUAbHbIE KPUBbIE AASI 3A0POBbIX AeBOoYeK M naumeHTok ¢ CLUT.

Ha OT MaJIO3aMETHBIX 0 KPYIIHBIX, BbICTYIAIOILIMX HaL
MOBEPXHOCTHIO. HeByChl MMEIOT TEHAEHLIMIO K POCTY B
nepuon myoeprara. Mx ymajgeHue nuMeeT 0ObITHO TOJIBKO
KOCMETHYECKOE 3HaYeHUE, IIPU 3TOM HEOOXOIUMO YUK~
THIBATh MOBBILIEHHbBII PUCK Pa3BUTHSI KEJIOUIHBIX PyO-
LIOB ¥ COMOCTABJISATh 3TO C HEOOXOAUMOCThIO KOCMETH -
YyecKoi Koppekiuuu. MHoraa oTMedaeTcst TMIepTPUXO03,
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17— 19

0COOEHHO Ha pa3rubaTeIbHOI MOBEPXHOCTU MpEATLe-
ypii. Bo3MOXHO NOsIBJICHHE aIoNeLK HA [IOBEPXHOCTH
ronoBbl. YacteiM npuzHakom nipu CIIT sBnsitercst Bu-
TUINTO.

JInmdaTyeckuii OTeK KMUCTEe 1 CTOI Y HOBOPOX-
IeHHOoro mo3BoJjsier nuarHoctupoBath CIIT yxe B po-
IWIBHOM aoMe. JInmMbaTnyeckuii oTeK Jep>KUTCS OT He-
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CKOJIbKMX mHel 1o 2—3 met. C Bo3pacToM 4Yallle BCETro
JMpaTrdecKkre oTeku ucdyesaroT. OqHaKo IIpu HArpy3-
Ke (IIuTebHasI Xoap0a, IepeoxaaXaeHue 1 Ap.) MOTYT
BHOBb ITOSIBJISITHCS.

[NosiBneHne TMMGaTHIECKNX OTEKOB CBSI3BIBAIOT C
aHOMaJIMel pa3BUTUS JUMGATUIECKHUX COCYI0B — TH-
MHOIUIa3uell M armiasueil MOBEPXHOCTHBIX COCYHOB, a
Takke C THUIIOIIa3Meli aHAaCTOMO30B, COCTMHSIOIINX
MMOBEPXHOCTHBIC U TIIYOOKME JTMM(aTUIECKUE COCYIHI.
B penkux ciydasx TpeOyeTcs XMpyprudecKoe BMeIla-
TEJIbCTBO B BUIEC aHTUOIUIACTUKU. XMPYPTAYECKOE JIe-
YeHHe MPUMEHSIETCS TT0 OCOOBIM TTOKa3aHMSIM, TaK KakK
ero 3(p(peKTUBHOCTb Ha CETOAHSIIHUI IeHb HE JoKa3a-
Ha. EcThb mpenmnonoxeHus:, 4To TUM@aTUIECKU OTeK
00YCJIOBIMBAeT BO3HMKHOBEHHME TaKMX XapaKTePHBIX
YepT, KaK KPBUIOBUIHbBIC CKJIAOKU IIEM M M3MEHEHUS
AOPTHI.

Hnsg CIIT xapakTepeH HU3KUI YPOBEHb pOCTa BO-
Jjoc Ha 1mee c3amu. MHorma oTmedaercsl YCUJIEHHBIM
pPOCT BOJIOC Ha TeJie, 0COOEHHO Ha pa3rubaTeIbHOM M0~
BEpXHOCTH Tipemruieunii. OTMedaloTcsl aHOMajuu B
ctpoeHuu Horreli. Horru Ha manpiax aegopmupona-
HBI: y3KHM€ U KOPOTKHE, TJIyOOKO CHIST HAa HOITEBOM
JIOXe.

Oo6aacTh men

¥ 6oabHbIX ¢ CIIT vamie Bcero popma 11em KopoT-
Kasg u mupokas. «KiiaccuyeckuM» BHEIIHUM TPU3HA-
KOM CHUHApPOMA SIBJISTIOTCS KPBUIOBMAHBIE CKJIAIKWA Ha
mee — pterygium coli, BRIPAXKEHHOCTh KOTOPBIX Bapbu-
pyer. JlocTaTouHO YacTo Mmocjie KOCMETUIECKOM orepa-
LMY TI0 YIAJICHUIO KOXHBIX CKJIAZOK 00pa3yloTcs II0-
cJieonepallMOHHbIC KEJIOMIHBIC PYOIIHI.

Ipynanas knerka

XapakTepHa IIMPOKask IPydHasl KIETKa ¢ XOPOLIO
pa3BuUTON MycKyaaTypoii. COCKM BTSIHYTHI, OTMeYaeTCs
HX TUIIEPTEI0pU3M (IIMPOKO MOCAXKEHHBIE COCKU pac-
TTOJIOKEHBI OJIKe K OOKOBOIT TTOBEPXHOCTH), BO3MOX-
HO (opMHpPOBaAaHME BOPOHKOOOPA3HOI (BTSHYTOI)
IPYAHOM KJIETKH.

KocTHas cucrema

AHOMaJINY B CTPOCHUM KUCTEH PYyK BBIPAXKAIOTCS B
ykopoueHuu IV u V nmanbueB Kucteit pykK, 0COOEHHO
YKOPOYEHBI 1 pacIIMpPeHbI TUCTATbHBIE (haJaHTH, OTME-
YaloTCs YKOPOUYCHHUE MeTaKapIIaJIbHbIX KOCTEl. Y JacTu
0oJbHBIX V majiell HepelKO MCKPUBJIEH. YKOpOUeHUE
III—V nanblieB MOXeT HAOII0AAThCS M HA CTOTIE.

Knaccumueckum npusnakom CIIT cuuraercs neBu-
alus JIOKTeBBIX CYCTaBOB (cubitus valgus), pu KOTOPOit
YTOJI MEXKIY OChIO IIeYa M OChIO MPEATIICYbsT COCTaBIISI-
eT 6osee 15°. D10 00YCIOBICHO HApPYLICHUSIMU Pa3BU-
THUS CKEJIeTa, B YACTHOCTHU JIy4YEBOU U IIEYEBOU KOCTH,
YYacTBYIOIIUX B 00pa3oBaHUU JIOKTEBOTO cycTaBa. Om-
HaKoO TIpY PEHTIeHOTrpad K peaKo BHISIBISIOTCS aHOMA-
JINM CTPOCHUSI KOCTEH JIOKTEBOTO COWIeHeHUSs. Trummd-
HBI TaKXXe UCKPUBJICHUS KOCTEH TOJIeHU (genu varum).

Pentrenorpadust yacro neMOHCTPUPYET U3MEHE-
HHUS B IO3BOHOYHHUKE: CHIKEHHYIO BBICOTY IIEPBOTO
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IICITHOTO TO3BOHKA; M3MEHEHMS TeJl IMMO3BOHKOB, Xa-
pakTepHbIX 1 6one3nu llleitepmana u np. Ckonmno3s
pasBuBaetcsa y 10% neBouek ¢ CIIT. Bo3moxHo, 31
W3MEHEHUS CBSI3aHbI C AUCILIa3Mei 3MM(u30B, OHU MO-
TYT ycyryonsatb Huskopociaocts ipu CIIT. ¥ neBouek ¢
9TUM CHHAPOMOM IIOBBIIIEH PUCK BPOXIECHHOW IC-
IUIa3UM Ta300eIPEeHHOTO CyCTaBa.

MukporHaTtus 00bIYHO He MMeeT (PYHKIIMOHATBHO-
ro 3HauyeHus. OgHAKO B psife CIydaeB MMEIOT MECTO
aHOMAaJIMU pocTa 3y0OB, KOTOPHIE TPEOYIOT BMeIIaTeIb-
CTBa OPTOIOHTA.

B nocnennue roapl cCOOOIIAETCS O PA3BUTUM OCTEO-
MeHuu U octeorioposa y 6onbHbIX ¢ CLIT. Yacrora ne-
PEIOMOB Y B3POCJIBIX OOJIBHBIX BBIIIIE, YeM Y 3M0POBBIX,
U TIOJIOBHMHA 3THUX IEPEIOMOB ITPOMCXOMIST B MECTaX, Xa-
PaKTEPHBIX 151 OCTEONOopo3a (3aIsICThe, IT03BOHOYHUK,
1Ieiika oempa).

Hapymenust ¢dopmMupoBaHus KOCTel BO3HHUKAIOT
ellle B JETCKOM BO3pacTe M 3aTparvBaloT MPEeUMYIIe-
CTBEHHO KOPTHUKaNbHBIA clloii. JleduuT KopTukanb-
HOTO CJIOSI COYETaeTCsl ¢ MEIUICHHBIM BHYTPUKOCTHBIM
obMeHoM. OcTeorneHus B TpabeKyIIPHBIX 30HaX Pa3BU-
BacTCs B CepearHe WM B KOHIIE IyOepTaTa U COXpaHs-
€TCsI BO B3pOCIIOM BO3pacTe. Y B3pOCIBIX OTMEYAIOT ITO-
BBIIIEHHBIN BHYTPUKOCTHBIN OOMEH.

INatorene3 ocreonopo3a npu CIIT mo KoHlia He
sgceH. OH MOXET OBITh NPSMBIM Pe3yJIbTATOM OTCYT-
CTBUSI TCHETUYECKOTO MaTepraia X-XpOMOCOMBI, B pe-
3yJIbTaTe YEro 0CTe00IaCThl, BO3MOXHO, MPOAYLIMPYIOT
nedeKTHBIN MaTPUKC.

DopMUPOBAHUIO OCTEOIIOPO3a, HECOMHEHHO, CII0-
cobcTByIoT XapakTepHble it CILT ropmoHaabHbIC Ha-
pyireHus. OTCyTCTBHE HOKHOIO YPOBHS 3CTPOTCHOB B
myoepTaTte He JaeT TOTUYKA SHIOOCTAIBHOMY POCTY KOp-
THKAJIBHOTO cjIos KocTeil. Takxke 0e3 pocra ypoOBHS
acTporeHoB y 6onbHBIX ¢ CLIT He mponcxonuT akTUBU -
3allMU CUCTEMbI TOPMOH POCTa — MHCYJIMHOIIOA0OHBIH
¢akrop pocta 1 ('P-UDP-1) B mybeprare, 4TO BEIET K
HEIOCTaTOYHOMY KOCTeOOpa30BaHUIO.

AnekBaTHasl Teparusl MOJOBBIMU CTEPOUIAMM I10-
3BOJISICT CHIEJIaTh OCTEOIIOPO3 MEHEE BBIPAsKEHHBIM.

HanGonpmmit ap@ekT KoppeKLUU OCTEeOornopo3a
JaeT mpuMeHeHue npenapatoB p-I'P, HaunHas ¢ ipeny-
OepraTHOro Bo3pacTta. Takas Tepamus ITO3BOJISIET IIO-
CTUYbh HEOOXOAMMOIO IMMKa KOCTHOM MAacChl K KOHILY
myoeprata, KOTOPBIM MOJDKEH OOeCIeuMBAThCS 3K30-
TeHHBIM BBEIEHHEM 3CTPOreHoB. UTOOBI COXpaHUTH
MHHEPAJbHYIO TUIOTHOCTh KOCTH, HEOOXOIUMO HOJITO-
BPEMEHHOE JIeYCHHE SCTPOTreHAaMH M IIPOreCTMHAMU
B3pOCIBIX 00bHBIX (D).

Cepaeuno-cocyaucTas CHCTEMA

B 30% cny4yaeB BCTpedyaloTcs BpOXIEHHBIE TOPOKHU
cepaua (BIIC), mpeumylecTBEHHO JIEBOIO OTIEJa.
Yamie sto Koapkranus aoptsl (30%) M GUKycIMga b-
HBII aopTayibHBIN KinanaH (30—50%), pexe (5%) — nu-
Jlatalust KOpHs aopThl. CBOEBpEMEHHOE BBISIBJICHUE U
MpY HeOOXOIUMOCTU Xupyprudeckas Koppekunst BITC
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DEAEPAANBHBIE KAMMHUYHYECKWE PEKOMEHAALIMN

U aOPTHI IIPEAYIPEXKIACT pa3BUTHE XKM3HEYTPOKAIOIINX
OCJIOXKHEHUMU.

ApTepuaibHasl TUIIEPTCH3UsI 4YacTO COITYTCTBYET
CHIT paxe mpu OTCYTCTBUM MTOPOKOB CEPAEYHO-COCY-
IHUCTOM CHUCTEeMBl WIM IMaTojoTuM Iodek. [lpmumHamu
AT pu CHIT moryT 6bITh pa3Butue oxupenust, CI2,
JuMdenema, MOBbIIIEHNE aKTUBHOCTU PEHUHA TIJIa3MBI.
DTO 00YCIIOBIMBAET HEOOXOAUMOCTh CUCTEMATUYECKO-
IO KOHTPOJIS apTEPUAIBHOTO JABJIEHUS Y TaKUX IMallv-
eHToB. [lognep:kaHne HOpMaJIbHOI MAacCHI TeJia SIBJISICT-
Csl BAXKHOM Mepoii MpoWIaKTUKU U JIeYeHUsT TUTIEPTO-
Huu (D).

OpraH 3peHns

DYHKIIMOHATBHO HE3HAYMMbIE 0COOEHHOCTHU CTPO-
€HHs BEK BKJIIOYAIOT B Ce0S HAJTWYUE «TPEThErO BeKa»
(pIIMKaHTA), a TaKXKe He3HAYUTEJIbHOE ONyIlIeHUe BeKa
(rrTo3) m Kocornasue (ctpabusm). YacTo BcTpeuaercs
HapyIllIeHUEe 3pEHMS B BUIE TUIICPMETPOITUN U aMOJIHO-
1M1, KOTOPBIE, KaK IIPaBWJIO, OATAIOTCS KOPPEKIIUH C
TMTOMOIIIBIO OYKOB MJIM KOHTaKTHBIX JTUH3 (D).

OpraHn cayxa

AHOMaJIMM CTPOEHMS YIIHBIX PAKOBUH WHOTIA
MPENCTaBISAIOT KOCMeTH4YecKyIo TpobiaemMy. [1pu CIIT
C BBICOKOI YaCTOTOM BCTPEYAIOTCS CPEOHUE OTUTHI, Ma-
HUdecTaLNs KOTOPBIX MTPUXOINTCS Ha BO3pacT ot 1 10 6
net (MUK — B 3 roga). BeposiTHO, 3TO CBSI3aHO ¢ aHOMAa-
JINSIMU CTPOSHUS U PACITOJIOXEHUSI eBCTaXUEBOM TPY-
OBbI, YTO IPUBOIUT K HAPYIICHHOMN BEHTWISILIUY CPEIHE-
ro yxa. BeIcoka onmacHOCTh OCJIOXKHEHUI B BUIE MAaCTO-
WUINATA U XOJIECTEaTOMBI.

HapyiieHue ciyxa B Bujie Iporpeccupyolieit Hei-
POCEHCOPHOM WJIM KOHIYKTMBHOM TYTOYXOCTH MOXKET
MOSIBUTKCSI C 6-JIETHEro BO3pacTa, HO Jallle HabJIoaaeT-
cs mocie 35 ner (BeipaxkeHHoe B 15% ciy4yaes, y 60%
HabJogaTcd Hebobie oTKIoHeHU) (D).

IToyku 1 cucTeMa MOYeOTeIeHUS

ITopoku moueBbIneanUTENbHOM cucTeMBI ipy CLLT
IOBOJIbHO YacTtoe gBieHue (40—59%). Hanbonee tu-
muyHa 11t CIIT nonkoBooOpa3Hasl TIouka, OMHO- UK
JIBYXCTOPOHHSISI TUTIOTLIA3MSI TIOUEK, YIBOCHUE JIOXaHKHU
1 MOYETOYHMKOB, M3MEHEHHME YHMCJIa IMOYCYHBIX BEH
WM apTepuii, UX HETUITMYHOE pacriojioxkeHue (D).

‘YMcTBeHHOE pa3BuTHE M 00ydaemocThb. Ilcuxosoru-
YecKue MpooJieMbl

YpoBeHb YMCTBEHHOT'O Pa3BUTHS BApbUPYET Y 00JIb-
Hbix ¢ CIIT Tak ke, Kak B ocTaJibHOM nomynsguuu. Uc-
KJII0YEHME COCTABIISIIOT OUCHBb MajIoe YMCJI0 MAllMeHTOK
C KOJIbLIEBOM X-XpOMOCOMOM, KOTOpbI€ MOTYT MUMETh
BBIPAXKEHHYIO YMCTBEHHYIO OTCTAJIOCTb.

Psn ucciaenoBareneil oTMe4aeT BO3MOXHOCTh IO-
SIBJICHUST CIICHU(PUISCKUX TICUXOJIOTMIECKUX MPOooIeM
npu 3ToM 3abojieBaHMU. Tak, y HEKOTOPHIX OOJBHBIX
P BHITIOJTHEHNUM TECTOB Ha KO3(MGMUIIMEHT YMCTBEH-
Horo pasButus IQ mokaszatenu HeBepOAJbHONM YacTU
TECTOB ObLIM HIKE CPETHETO.

B npouiecce obyuenus geBouek ¢ CIIT BruisiBnsieTcs
JIOCTAaTOYHAsI YCUTYMBOCTD, HO TPYIHOCTH BO3HUKAIOT B
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a0CTPaKTHOM MBbINLICHUU (TIpOOJeMBl MPU OO0YyIeHUU
MaTeMaTuKe), Ipo0IeMBbl ¢ KOHIICHTpaIleii BHUMAaHUS.

Benyiiee MecTo B IICUXMYECKOM COCTOSIHUM OOJIb-
HBIX 3aHMMAeT CUMIITOMO-KOMILJIEKC IICUXWYECKOIO
nHbaHTWIM3Ma. OHU BHYIIIAeMBI, YIIPSIMBI, TIPEIIIOYN-
TalOT UrPaTh ¢ MIAAIIUMU neTbMU. Hepeako y 601bHBIX
MPOSIBIISIETCSl UHTEPEC K OBITOBBIM BOIIPOCAM, pacyeT-
JIMBOCTb, 0€PEKIUBOCTb. XapaKTepHbIM IJIs BCeX Malu-
E€HTOK SIBJIsieTCs Aiicpopudeckuit poH HACTPOSHUSI.

[TpoGaeMBl ¢ T0JIOBOIM MIeHTU(MKAITEH BO3HUKA-
10T KpaitHe penko. [Ipu nmcuxonornyeckomM odciaemoBa-
Hum noseneHue 60onbHBIX ¢ CIUT pacueHuBaoT Kak
TUIMYHO XXEHCKOE, OMHAKO OTMEUAIOT CHIDKEHUE SHEP-
TUYHOCTU 1 (PU3NYECKOI aKTMBHOCTH.

Hpyrast 9acTh MCUXOJOTUYECKUX MPOOJIEM U TTOBe-
MEHUYEeCKMX HapyIIeHUN CBs3aHa C OCOOCHHOCTSIMU
BHEIITHETO BMIA OOJBHBIX U MTOJ00HA MpobjeMaM, BO3-
HUKAOIIUM TPU APYTUX TUMNAX HU3ZKOPOCIOCTU U 3a-
JIep>KKH 1oioBoro pa3putus (D).

4. AmarHocTuka

IIpenaranbHas JMATHOCTHKA

Boigsienue CIIT Bo BHYTpUYTpOOHOM Mepuone
SIBJISIETCS CIyYallHOW HaXOJKOM, KOraa UCCIeJ0BAHUE
KapvoOTHUIIA TUIOAA TTPOBOIUTCS 1O KaKON-TMO0 Ipyroi
MpUYrHe (BO3pacT MaTepu U Jp.). BaxkHO OTMETUTH, YTO
B ciyyae CIIT Bo3pacT MaTepu He SIBJSIETCSI caM 10
cebe pakTopoM pucka. [ToBogoM IJ19 U3ydeHUsT KaproO-
THUIIa MOTYT CJIy>KUTb OOHApY>XeHHBIE TIPU YJIBTPa3BYKO-
BOM UCCJIENOBAaHUM IUIONA XapaKTepHbIe IPU3HAKU
CIIT: xucTo3Hasi TMrpomMa, KoapKTallusl aopThl, aHO-
MaJIud CTPOEHMSI JIEBBIX OTAENOB cepilia, opaxuueda-
JIsI, aHOMaJIMU CTPOEHUsI TTOYeK, MHOTOBOIME, MaJjo-
BoIMe, BHYTPUYTPOOHAsl 3alepikKKa pa3BUTHUSI TUIOAA.
Hapyimienusi ropMoHaJbHOTO cTaTyca MaTepu IIpu
CKPUHUHTOBOM HCCJIEIOBAHUU II0 TPEM WJIM YEThIpEM
nokazatensiM (anbdaderonporenH, uXI', ”HTUOUH A,
3CTPUOJI) TaKXKe NAl0T OCHOBAaHUE IPEATIONOXUTh Ha-
mune CHIT y rutoma. OpHAKO eMMHCTBEHHBIM JTOCTO-
BEPHBIM JIMArHOCTUYECKUM KpUTEpUEM SIBJISIETCS WC-
cienoBaHue KapuoTuria. bojee Toro, nmpu nmpeHaTaJbHO
YCTaHOBJIEHHOM IUAarHo3¢ KapuOTUITMPOBAHUE CIIENyeT
00513aTeJIbHO MOBTOPUTH Mociie poxaeHus (D).

Ilnox ¢ xapuotunoM 45,X ¢ BbICOKOI BEPOSITHO-
CTBIO TIOJIBEpPraeTcsl CIIOHTAHHOMY abopTy, HO MOXET
0Ka3aThCs JKM3HECTIOCOOHBIM.

ITocTHaTaIbHASA IMATHOCTHKA

¥ Bcex AeBOYEK € XapaKTePHBIMU CTUTMaMM TMCIM -
OpuoreHe3za HE0OOXOAMMO MPOBOAUTH KapUOTUIIUPOBA-
Hue. OQHAKO MPU BBIPAXKEHHBIX KIMHUYECKUX TTPOSIB-
JIEHWSIX U OTCYTCTBMM M3MEHEHMI TIPU UCCIeTOBaHUMT
XPOMOCOMHOT0 Habopa B TuMMOIUTaX CIeAyeT MOBTO-
pUTh KapUOTUIIMPOBAaHUE, WCIIOJb3ysS Apyrue TKaHU
(HampumMmep, pubpodaacter) (D).

ITpu HaTMYMY MPU3HAKOB BUPWJIN3AUK WU OOHA-
PYXXEHUU HEOTIO3HAHHBIX YYaCTKOB ITOJIOBOI XPOMOCO-
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TabAnua 3. lNoka3aHusi K KAPUOTUIIMPOBAHUIO

BHyTpuyTpoGHO

OOGHapyXeHHbIE MpU YAbTPAa3BYKOBOM MCCJICIOBAHUU I1J1I0/1a: KOApKTallUA aOPThl, aHOMAJIMN CTPOCHMU JIEBBIX OTC-

JIOB cepjlia, Opaxuiiedalnvisi, aHOMaJIK CTPOEHUSI IIOYEK, MHOTOBOJIME, MAJIOBOIVE, BHYTPUYTPOOHAS 3a/IepXKKa pas3-
BUTHS TUToa. HapylieHust ropMOHAJILHOTO CTaTyca MaTepH 110 TPEM WJIM YEThIPEM MoKaszatessam (aibda-deronpore-

vH, yXI', ”HTUOUH A, 3CTPUOT)
HoBopoxneHnHbie

.HI/IM(baTI/I‘-ICCKI/Iﬁ OTEK CTOI WJIN KUCTEN TIpU pOXKICHUH, MaJIbli POCT OTHOCHUTEIBHO CpOKa recCralumn

OcobeHHOCTH CbeHOTI/IHa, TaKME KaK KOXHbIE CKJIAIK/ Ha 11e€, HU3KUI POCT BOJIOC, MUKPOTHATHA, HU3KO IMOCAKEH-

HBIC YIITHBIE PaKOBUHBI U 1IP.

BpO)KHCHH])IC TIOPOKM PA3BUTHS: KOAPKTallMs aOPThl, aHOMaJIMU JIEBBIX OTACJIOB C€paLia M Ap.

HetcTBO
IMOPOKU pa3BUTHSI, XapakTepHbie mist CLIT
TTy6epraTHblit BO3-
pact
MaTKU 1o 1aHHbIM Y3U

OcobeHHocTr heHoTUNA. 3aepXKKa pOCTa HESICHOTO reHe3a. [1aToorus cepaeyHo-coCyIMCTON CUCTEMBI U IpyTue

Ocobennoctu eHotuna. Hu3kuit poct, OTCYyTCTBME BTOPUYHBIX MTOJIOBBIX MPU3HAKOB, MEPBUYHAS UM BTOPUYHASI
aMmeHopest Ha ¢GOHe Pe3KO MOBBIILIEHHOTO YPOBHSI TOHAJOTPOIHBIX TOPMOHOB, OTCYTCTBUE SIMUHUKOB U HEAOPa3BUTHE

MBI (X i Y) HeoOX0IMMO IIPOBECTH UCCIICIOBaHNE Ha
HaJIM4Me TEHETUYCCKOTO MaTeprajia Y-XpOMOCOMEI
(nccnenoBanme Ha Hanuue SRY reHa).

Hammame Y-XpoMOCOMEBI MJIN €€ YJIacTKa SIBJISIETCS
¢dakTOpOM pHCKa pa3BUTUSI TOHAMOOJACTOMEL. Puck
pa3BuTHsI ToHano6macToMbl coctasisier 7—10%, 1os-
TOMY TIpH BEICHUU TaKUX IAIIMCHTOB IIPEIITOYTUTEIIb-
HO TIPOBEICHWE IMPEBCHTUBHOW ToHamekToMum. I[lpm
OTKa3e TMallMeHTa WX POIUTEIICH OT IPOBEICHNUS TOHA-
JIEKTOMUM HEOOXOOMMO IIPOBEACHNE PETYIIPHON KOH-
TPOJIBHOI BIJIATAJIMIITHON COHOTrpacdhny, BKIOYAS HO-
IUIEPOBCKYI0 coHorpaduro. [TokazaHnsa K KapUOTUIIN-
pOBaHMUIO TIpeicTaBIeHb! B Tadu. 3 (D).

Topmonanbubie u3menenns npu CIIT

Tonanorponnas pyHKuus

[lepBuuHast oBapHalbHasg HEOOCTATOYHOCTH IIPH
CIIT compoBoXmaeTcsl COOTBETCTBYIOIICH peaKIuei
TUITOTaIaMO-TUIIOMM3apHOI CUCTeMBI. B HOpMe oTpu-
IaTejbHasI oOpaTHasl CBSI3b MEXIY THIIOTaIaMO-THUIIO-
(¢uzapHoOli cucrteMoii U roHagaMu (QYHKLIUOHUPYET Y
IUTOIAa U B TIEPBBIC MECSIIIBI ITOCTHATAIBHOM KU3HM.

[NoBbImeHne ypOBHS TOHATOTPOITHBEIX TOPMOHOB,
0COOCHHO  (DOJUTMKYIOCTUMYJIMPYIOIIETO  TOpMOHA
(®CT’), oTMEUYeHO YyXKe B TIepBEIC HEIEIN XKNU3HU Y ACBO-
yek ¢ CIIT u coxpansiercs B teuenue 1,5—2 et. C 2 no
5—6 jeT OTMEYaeTCsl CHUXKEHUE YPOBHSI TOHATOTPOIIK -
HOB, 9TO CBSI3aHO C aKTWBAIMEH IIEHTPaJIbHOTO MeXa-
HHU3Ma, ITONaBIISIONIET0 UMITYJIBbCHYIO cekperro JII—
PTI' He3aBUCUMO OT ypOBHS MMOJOBBIX cTeponaoB. C 5—6
set motenHm3upytommit TopMoH (JII) 1 @CIT BHOBB
MTOBBIIIAIOTCS 1 Bo3pacTaloT B 10 pa3 B myOepTaTHBIM
repron. Tepamms 3CTporeHaMHU JIMIITb YaCTUYHO CITO-
coOHAa CHU3UTH YPOBEHb TOHATOTPOITHEIX TOPMOHOB
(D).

B penxux ciayyagx y mesodek ¢ CIIT mMoxer Ha-
OromaThcsl coxpaHHas oBapuaibHast GyHKus. CroH-
taHHBIM nyoepTaT Tpu CIUT B GONBIIMHCTBE CyyaeB
HE SBJISICTCS TIOJTHBIM U He TIPUBOINUT K HOPMAJIBHOMY 1
ITATETLHOMY (DYHKIIMOHMPOBAHMIO SIMIHUKOB, OTHAKO
W3BECTHHI CITyJal CITOHTAHHBIX 1 TTOBTOPHBIX OepeMeH-
HocTel 1 poaoB y keHIIWH ¢ CIIT. Y Takux 60IbHBIX
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YPOBEHb TOHAIOTPOITHEIX TOPMOHOB MOXET OBITh HOP-
MAaJIbHBIM WJIM HEMHOTO ITOBBIIICHHBIM, OTHAKO KITH-
MaKTepHICCKNE N3MEHEHNS y TAaKUX ITAIIMEHTOK HACTY-
MMalOT 3HAYMTEJIBFHO PaHbIIIE, YeM Y 3I0POBBIX KCHIIIMH.

Comartorponnas (pyHKIust

M cTUHHOM COMATOTPOITHOM HETOCTATOYHOCTH TIPHU
CHIT nuet. Cumxenue cexkpeuuu I'P y neBouek ¢ CILT
B BO3pacTe TOJDKHOTO, HO He HACTYITHUBIIETO ITydepTaTa
OOYCJIOBJICHO THITOACTPOTCHUEH M KOMIICHCHPYETCS
TIPY 3aMECTUTEITLHOM TepaITn HU3KUMM T03aMH 3CTPO-
reHoB (D).

V neBouek ¢ CIIT o6GHapyXeH CHUXXEHHBIN ypo-
BeHb MMDP-1, KoTOphIil HEOOXOMUM IJISI OCYIIIEeCTBIIC-
HUg niepudepndeckoro apdekra ropmona pocrta. Io-
Ka3aHO, YTO Tepamnus HU3KUMH I03aMH SCTPOTCHOB
yBenmuuBaeT ypoBeHb MMP-1 B KpoBU 3M0pPOBBIX AEBO-
YeK, TOTAA KaK BBHICOKHE O3Bl 3CTPOTCHOB, HAIIPOTUB,
CHIXaIOT ypoBeHb MDP-1.

TupeorponHas pyHKuus

IMpu CIIT yame, 4eM B MOITYJISILIMKA, BCTPEYAIOTCS
THPEOUINUT XAIIUMOTO, TUITOTAPEO3, TUTIEPTUPEO3. AH-
TUTEIA K TKAHSM IIIMTOBUIHOM KeJjie3bl HaxomsT y 60%
neteit ¢ CIIT, omHaKo KIMHWYECKHE TIPOSIBIICHMS 3a-
00JIeBaHUSI BCTPEUAIOTCS TOpas3mo pexe (TUIIOTHPEO3 B
4% cnydaeB). [Ipu Haauyuy 130-X-XPOMOCOMBI PUCK
ayTOMMYHHOTO TIOPaXXCHUS IMUTOBUIHOM KeJIe3bl IT0-
Boiaercd (D).

JuddepennmanbsHas IMATHOCTHKA

Otnenpable cuMmnToMbl CIIT Moryr BcTpedaTbest
IIpY MHOXECTBE Pa3JIMIHBIX COCTOSHUII M 3a00jeBa-
HUIA, HO OlLICHKA KIIMHNYECKOM KApTUHEI B IICJIOM OOBII-
HO TTOMOTaeT MPaBUIBHO YCTAHOBUTD THATHO3.

OmHaKo CYIIeCTBYeT T'eHEeTUYeCKoe 3aboJIieBaHME,
cuMnToMBbl Kotoporo cxoaHbel ¢ CIIT. DTo 3abosneBa-
HUEe HOCUT Ha3BaHUe cuHapoMa HyHaH 1Mo mMeHH meT-
CKOTO KapIHOJIoTa, BIIEPBBIC €TO OIMCABIICIA.

CunnpoM Hynan — 3aboeBaHme, nmeromiee (heHo-
turmmyeckre 9epthl CIIT 1 HopMalbHBIN HabOp MOJIO-
BBIX XpoMocoM. YacToTa BCcTpedyaeMOCTH CUHAPOMA 10—
cruraeT 1:8000 HOBOPOXIEHHBIX AeTeid 000ero IoJa.
3aboeBaHNEe WMEET AyTOCOMHO-ITOMWHAHTHBIA THUII
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TabAnua 4. AucppepeHunarbHO-AMArHOCTUYECKHUE OTAMUMS CUHAPOMA LllepemeBckoro—TepHepa u cuiapoma HyHaw

TTpusnak

Cunapom Illepemesckoro—TepHepa

Cunapom HyHan

Bueurnuii Bua
IMopoku cepnia

YMCTBEHHOE pa3BUTHE OOGBIYHO HOPMAJILHOE
JlyinHa Teia mpu poXaeHUn

KoHeuHbIi1 pocT

MeHbliie HOpMBI
CHuxeH

Tonanpt JvcreHes3ust roHaz
[Ton Kencknit
Kapuorun W3meHeH (45,X wiu Ipyrve BapuaHThbl)

TTopoxu JIeBbIX OT/IEJIOB CEep/ilia, CTEHO3 A0PThI

Tunuunslii 11 cunapoma Illepemesckoro—TepHepa OueHb moxox Ha cuHapoM LllepenieBckoro—TepHepa

ITopoxku npaBbIX OTAENOB CepALia, CTEHO3 JIETOUHOM
apTepuu

Hapyiuero y 40% GonbHbIX

HopwmanbHast

CHuxeH B 50% cityyaeB

OOBIYHO HOPMAJIbHBIE

My>KCKOM 1 )KeHCKUI

HopMabHblii

HacJIeMOBaHUs WM BCTPEYaeTCsl CIIOpaTudecku U o0y-
CJIOBJICHO 3KCMpeccueli maToJIOrMYecKoro reHa, Joka-
JIN30BAaHHOTO Ha JUTMHHOM Tuiede 12-i1 XxpOMOCOMBI.

HuskopocaocTh TUIIMYHA [JId JaHHOTO 3a0oJieBa-
HUSI, 1 KOHEUHBIN POCT MalMEHTOB HE JOCTUTaeT 3-ii
nepueHTUad. [lonoBast U penpoayKTUBHas GYHKIIUS Y
>KEHIIMH CTpaJaeT He3HAUMTEJIbHO, XOTs IMy0epTaT, Kak
MpaBUjIo, 3amepXaH. Y MaJb4MKOB YacTO HMeeTcs
KPUNTOPXU3M, TUIIOILIA3UsI TeCTUKYJ. B mybepratHOM
BO3pacTe BBISABISICTCS T'UIIEPrOHATOTPOIHBIN TMITOrO-
Haau3M. Y OOJIBIIMHCTBA B3POCIBIX MYKUYNH (hepTUIb-
HOCTh HapylieHa. Bece mauueHTsl ¢ cuHapomoMm HyHan
UMEIOT BBIpaXXCHHBIE CHMIITOMBI IMCOMOpHOTreHe3a.
TunuyHbl pacumanibHble aHOMAJIMU: NITO3, HU3KOE pac-
MOJIOXKEHUE TJIa3HbIX SI0JIOK, aHTUMOHTOJIOMIHBIN pa3-
pe3 as.

Bo3MOXHBI U Apyrue TepHEpPONnoAOOHbIE U3MEHE-
HHYs: aHOMAJIMU TPYAMHBI, YKOPOYCHHUE IIE€U, KPBIIO-
BUIHBIE cKiIanku Ier. Hambosee cepbe3HBIMU MPOSIB-
JIeHUsIMU cuHApoMa HyHaH SIBASIOTCS KapauOBacKy-
JNsipHBIe HapyiieHus, Ho B otauune ot CIUT mopaxka-
I0TC IIpaBble OTHENbl cepaua. JduddepeHunanbHas
muarHoctuka ¢ CILT ocHoBaHa Ha onpeeIcHUN Kapu-
OTHIIA.

KoHeuHBI pocT ManbuukoB okosio 160,0—162,0
cM, neBodek — 150—152 cMm. Y 50% nanmeHToB OTMeYa-
eTcs 3aJepkKa YMCTBeHHOro pa3Butus. Cekpelus rop-
MOHa pocTa He HapylleHa.

B Ta6u1. 4 npuBOIATCS OCHOBHBIE TUPDEPEHINATD-
HO-IMarHOCTUYecKue Tpu3Haku, otauvatomue CIIT
ot cunapoma Hynan (D).

5. MeanumHckoe o0cAeAOBaHUE DOAbHBIX
cClUT

Knunnueckoe pasHooOpa3ne CUMIITOMOB, Xapak-
tepHbix it CIOT tpeOyeT mHTerpauuu Bpayeil pas-
JIMYHBIX CIEUAaJbHOCTE C 1eJbl0 MaKCUMaJIbHOTO
VIIy4lIeHUs] Ka4YeCTBa XKU3HU OOJbHBIX.

IlepBuuHOe 0Gc1e10BaHME

Ha ocHoBaHuU Xayio0, TaHHBIX aHAMHE3a, TUITUY-
HOU KJIMHUYECKOW CUMITOMATUKU MOXHO TPEATOJO-
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KUTh HaJu4ue y gaHHoit 6oiabHoil CLIT. OgHako nua-
THO3 MOXHO CUMTaTh YCTAHOBJIEHHBIM TOJIBKO IO pe-
3yJbTaTaM kapuomunuposanus (cM. Boime) (D).

IlauuveHTaM ¢ BIepBble BBISIBICHHBIM ITHArHO30M
MPOBOAUTCS 00C/IeI0OBaHUE, HAIpaBJICHHOE Ha OLIEHKY
CTETeH! BBIPAXXEHHOCTU aHOMAJIUA, XapaKTePHBIX IS
JNAHHOTO 3a00JIeBaHUSI.

AHTponomeTpus

Pocm

Hna xaxnoro pedenka ¢ CIUT mocie uaMepeHus
pocTa co3maeTcs MHAUMBMIYyajbHas KpuBasl pocTa (Hc-
MOJIb3YSl CHelUabHbIE TMEPLUEHTWIbHbIE KPUBBIC IS
oonpHbix CIIT). Ha manHyl0 KpUBYIO BHOCSITCSI BCE
HMeEIoIIMecs] MoKa3aTeIM pocTa Mo rogaM ¢ MOMEHTa
pPOXIEHUS.

Macca mena

HyxHo o0paTuTh BHUMaHUE HAa Maccy Tejia Malu-
€HTKHM, B CJlydyae HAIMYMSI U30BITOYHOM MAacCChI Tejla Ha-
3HAYUTh COOTBETCTBYIOIIYIO TUETY.

Yavmpaseyroeoe oocaedosanue

VYibpTpa3BykoBoe 00C/IeIOBaHME OPraHOB MaJIOro
Ta3za, OPIOLIHON MOJOCTU U 3a0PIOIITMHHOIO IMPOCTPaH-
CTBa IIO3BOJISIET BBISIBUTb AHOMAJIMU DPA3BUTHUS BHY-
TPEHHUX OpraHoB (ITOYKM, MeYeHb, CeJie3eHKa), TUIIO-
TJ1a31I0 WY arljla3uio SUYHUKOB.

Penmeenoaoeuueckoe oocaedosanue

Onpedenenue Kocmuozo o3pacma

¥V 6onpHbIx ¢ CHIT pasHuiia Mexay maciopTHBIM
BO3pAcTOM U KOCTHBIM He TIpeBbIlaeT 1—2 roaa.

ITopmonaavnoe oocaedosanue

Ouenka cexpeuuu CTT

T'opmoHanbHast auarHocTuka aeguunta I'P mposo-
IUTCS Tonbko y Tex 6oabHbIX ¢ CIUT, pocT KOTOpBIX
OKa3bIBaeTCsI HUXKE S-TIepLICHTUILHON KPUBOM 1S JIe-
Bouek ¢ CIIT

OnpenesieHne THPEOUIHbIX TOPMOHOB

OuenuBaetcs ypoBeHb TTT, cB. T4, Tak kak y 10—
30% naumenTok ¢ CILT pasBuBaeTcs rTMIIOTUPEO3.

Onpenenenne JIT' u ®CT

JIT', dCT onpenensiored B 13— 14 neT nepen HaYaI0M
3aMECTUTEJIbHOM 3CTPOreHOTepanuu, YTo0bl UCKITIOUNUTD
HavyaJio pa3BUTUSI CAMOCTOSITENIBHOTO ITyOepTara.

IMPOBAEMbBI SHAOKPUHOAOIMNM, 4, 2014

doi: 10.14341/probl201460465-76



KonTtposb rimkemun

B neTckoMm Bo3pacTe HapylleHHe TOJEPAHTHOCTU K
rmoko3e y 6oabpHbIX ¢ CIIT BcrpewaeTcss HewacTo.
Koutpons rukemuu, CI'TT HeoOxonum y OOJBHBIX C
OXMPEHUEM, TIepe]] Teparueil TopMOHOM POCTa, OKCaH-
JIPOJIOHOM.

Hccaedosanue cepoeuno-cocyoucmoii cucmemot. 1o
60% manyenTok ¢ CIIT rMmeroT maToNIOTHIo CepaeYHO-
cocynucroii cucreMbl. B 30% ciydaeB BcTpevaroTcs
BpPOXIEHHBIE TTOPOKU cepia. [IpoBonuTcs namepeHue
apTepyaJbHOIO MaBJIeHUS Ha BEPXHUX M HIDKHUX KO-
HEYHOCTSIX, ayCKyJbTallus cepala, peHTreHorpadus
rpyaHoi kietku, OKI', yapTpa3ByKoBOe UCCAeI0BaHeE
CepIlia U COCYIO0B, KOHCYIbTAIIMS KapauoJIora.

Koncyassmauusa eunexosoea y TaleHTOK cTaplie
13—14 neT nepen HaYaJI0M 3CTPOTEHOTEPATTHH.

Koncyassmauusa oxyaucma c onpeneseHueEM OCTPOTHI
3peHus: y nauueHTok ¢ CIIT yacTo HabomaeTcs MTo3,
BMUKAHT U CTPabu3M, a TakKe HapylleHUs 3peHus B
BHJIE aMOJTMOTINY Y TUTIEPMETPOTTAH.

Koncyassmauua omoaapuneosoea c omnpeneneHuem
octpothl ciyxa: 30—50% GOJbHBIX UMEIOT HapyIICHUST
cJiyxa B BUJI€ IPOrPECCUPYIONIEN HEMPOCEHCOPHOW W
KOHIYKTUBHOM TYTOYXOCTH.

Koncyavmauus opmooonma B 8—10 1eT: ManeHbKast
HVDKHSISI YETIOCTh M PETPOTHATU3M MOTYT BECTH K He-
TTOJTHOMY CMBIKaHUIO 3yOOB U IPYTUM aHOMAJIUSIM 3y0-
HOTO psina.

Koncyassmauus ncuxoaoea: npy nepBoM MocelieHuu
TICUXOJIOT IOJDKEH TTOMOYb TAIlMEHTKE U €€ CEMbE CITpa-
BUTBCSI C U3BECTUEM O HAJTMIMU XPOMOCOMHOI aHOMa-
JIUM U ee TIocaencTBuid. B manpHeiieM KOHCYIbTalus
TICUX0JIoTa HeoOXoauMa JUIsl TIPeNOTBPAIeHUST XapaK-
tepHbIx 11 CIIT ncuxosioruyeckux npoodsiem, CBsi3aH-
HBIX C HU3KMM POCTOM, OCOOEHHOCTSIMU BHEITHOCTH 1
3a1EPXKKOM MTOJIOBOTO PA3BUTHUSL.

Koncyavmauuu epaueii opyeux cneyuaavnocmeri (vie-
(bponora, opronena, 1oromnena, IIACTUIECKOTO XUPypra
Y T.JI.) B 3aBUCUMOCTH OT BBISIBJIEHHBIX 3a00JIeBaHUI 1
TTOPOKOB Pa3BUTHS.

ITpoBoasITCS TAaKKE crmandapmmuble KAUHUKO-1a00pa-
MmopHbLe UCCAe008aHU.

l'eneTnueckoe koucynbTupoBanue nesymek ¢ CIIT un
HX poauTeieii. BeposiTHOCTh MOSIBJIEHUSI B CEMbE BTOPO-
ro pebenka ¢ CIIT Bbicoka NMpu HATMYUU TPAHCIOKA-
MU X-XpPOMOCOMBI Y OTHOTO U3 POJAUTENEl, B OCTab-
HBIX CJTyJasix OHa TakKasl e, KakK B OOIIeil MOIyJISInH.

[IIupokoe pa3BUTHE METOTOB IKCTPAKOPIIOPATHHO-
ro orjiogoTBopeHus no3posisiet xeHiuHe ¢ CIIT BbI-
HalluBaTh OEPEeMEHHOCTb W POXaThb (IKCTPOKOPIIO-
paJibHOE OIJIONOTBOPEHME yaaeTcs TpousBectu 50—
60% xeniuHam ¢ CIIT, o6paTuBIIMMCS B CITEAATI-
3UPOBaHHBIE LIEHTPHI). 7151 IeBOYeK, MMEIOIINX CTIOH-
TaHHBIN, HO KPaTKOBPEMEHHBIN TEPUOJl OBapUATbHOMN
aKTMBHOCTU BO3MOXHa KPUOKOHCEPBAIIUS OOIIMTOB C
TOCJIeAYIONIM UX OTJIONOTBOPEHUEM U BHEIPEHWEM B
SHAOMETPUI MALMEHTKHU, XKealolleid UMeTh peOeHKa.
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BeposTHOCTb poxneHus: 60IbHOTO peOeHKa Y XKeH-
muHbl ¢ CIIT Belle, YeM Y 310POBBIX XKEHIIWH U 3a-
BUCUT OT KOHKPETHOTO BaprMaHTa XPOMOCOMHOM aHO-
MaJINHM Y TIAIIMEHTKNU. BBICOKA BEpOSTHOCTH POXKICHUS
pebeHka ¢ cuHapomoM [layHa, spina bifida, mopokamu
cepaia. B mogoOHbIX ciaydyassx HEOOXOAUMO TpEaBaAPU-
TeJIbHOE TeHETUIECKOE TeCTHpoBaHUe SMOproHa (D).

6. AeueHue

OcHOBHbBIMU 3a1auamu jedyeHus1 6oabHbIX ¢ CIIT B
JIETCKOM U TIOAPOCTKOBOM BO3PACTe SIBJISIIOTCS CIIeTYIO-
IIue:

— YBeJIMYEeHUE KOHEYHOTO POCTa;

— (opMUpPOBaHNE BTOPUYHBIX MTOJIOBBIX PU3HAKOB
U YCTAaHOBJICHUE PETYJISIPHOTO MEHCTPYAJIbHOTO 1IMKIIA;

— KOpPpEeKIIMs TTOPOKOB Pa3BUTHS, JIeUEHUE COMYT-
CTBYIOIIIMX 3a00JIEBaHUIA;

— npoduIaKTUKA OCTE0ITopo3a.

Jleuenue nuzrxopocaocmu npu CIIIT npenapamamu pe-
KkombOunanmnozo I'P

OnbiT npuMmeHeHus pI'P B MexmyHapoaHOU mpak-
TUKE 3a TocjaeaHue 15 JeT Mo3BoJISIeT CYMTATh 3TOT BU/L,
Tepanyu METOIOM BbIOOpa ISl JIeUeHMS] HU3KOPOCIIO-
ctu (HP) mpu CIIT. PekoMeHmyeTcs: eXeIHEBHOE
MOIKOXHOE BBeleHUe B BeuepHMUe dachl (20—22.00) B
no3e 0,05 Mr/Kr/CyT.

Tepanuto pI'P npekpaiiiaioT, Koraa KOCTHbIA BO3-
pacT TMalMeHTKU CTaHOBUTCSA paBeH 15 romam, a cKo-
POCTb pocTa MagaeT a0 2 CM/TO/I.

KoneuHas mpubaBka B pocTe, orpeesisieMasi Kak pas3-
HUIIA MEXITY KOHEUHBIM POCTOM M IPOTHO3UPYEMBIM PO-
CTOM 10 Hayajla TeparuH, IT0 JaHHBIM Pa3HBIX aBTOPOB,
cocTaBIsieT OT 3,5 10 9 cM, a MTHAUBUAYaIbHBIE ITOKa3aTe-
Ju — ot 4,7 no 21 cm. IIpu cBoeBpeMeHHO HauyaToM Jieue-
HUM B aIeKBaTHOM pEXHMME TO3VMPOBAHUS W BBEICHMS
npernapatoB [P, MCHoOMb30BaHUM ONTHMU3UPOBAHHOMN
3CTPOTEHOTEPANMM YIAETCST TOCTOBEPHO YBEIMUYUTHh KO-
HEYHBIN POCT IO JOCTVDKEHUS 5-TO MEePIICHTUIIS TTOMYJIst-
LMY 3OPOBBIX XKeHIIWH. [1py IpoBeIeHNY pOCTCTUMYITH -
pYIOIIEH Teparny HeoOX0IUM MOHUTOPHHT Y TeauaTpa-
SHIOKPHHOJIOra Kaxkble 6 MecsiiieB (D).

Huoyxuusa nybepmama

Lenbio acTporeH3aMeCcTUTEILHOM TepaItiy SIBIISIET-
¢S MaKCUMAJIBHO TTOJIHAS UMUTAIIASI HOPMAJIbHOTO TT0-
JIOBOTO pa3BUTHSL. Jlo Havyaja 3CTpOreHoTeparnuu Heoo-
XOIMMO TIPOBECTH UCCIIeOBaHNE YPOBHS TOHAIOTPOTI-
HBIX TOPMOHOB, YTOOBI YOCIMTHCSI B OTCYTCTBUM BO3-
MOXHOIO CIOHTaHHOTO IybOepTaTa. Bricokue mokasa-
TEJIM TOHAIOTPOITMHOB TO3BOJISTIOT Ha3HAYaTh 3aMeCTH -
TEIbHYIO Tepanuio >cTporeHamMu. [lpu TomydyeHUM
HopMabHBIX Tokazateneid JIT u ®CIT Heobxommmo
MPOBOIUTH YJIBTPA3BYKOBOE MCCIIEOBAaHUE MaTKU W
SINUHUKOB. [1pn 3TOM HEOOXOOAMMO YUUTHIBATh 10303a-
BUCHMOE (B HU3KHX J103aX — CTUMYJIUPYIOIIEE, a B BbI-
COKHMX — TOpMO3silIiee) AeCTBIE SCTPOTEHOB Ha CO3pe-
BaHUe cKejeTa. Ha maHHBIMT MOMEHT IIpEICTaBIISIETCS
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HelleJaecoo0pa3HbIM OTKJIaIbIBaTh MHIYKIIMIO MyOepTa-
Ta, TaK KaK 3TO HETaTMBHO BIIMSET Ha ICUXOCOLMATIb-
HOE CTAaHOBJICHNE, a TAKXKE Ha KOCTHYIO CUCTEMY U JIpy-
TUe aCIeKThl 3M0POBbs MALIMEHTOK. YCTAaHOBJICHO, UYTO
3aMECTUTEbHAsI Tepalusl 3CTPaguoyioM ¢ 12 JeT He
OKa3bIBaeT HETaTMBHOIO BJIMSIHUSI HAa KOHEUHBIN POCT
nanueHToK npu jedeHuu pI'P. Huzkue no3bl acTpore-
HOB MOTYT MpUMeHsThes ¢ 12 net. Kpome nepopaibHbIX
¢dopM, MOTYT OBITh MCIIOJIB30BaHBI TPaHCACPMAaIbHbIE
SCTPOTEHHI, a TaKXKe JIerno-(GopMbl KakK 6osee (pU3noIo-
ruyHasl ajabTepHaTMBa. HauvanbHasi m03a coOCTaBIsSIeT
1/10 (0,2 mr) wm 1/8 (0,25 MT) OT B3pOCIIOii 03B! (2 MT)
9CTpaaroa, ¢ MOCTeIIEHHBIM YBEIMYCHUEM I03bI B Te-
yeHue 2 net (D).

3aTeM HaYMHAETCS TIPUEM 103, SKBUBaJCHTHBIX 10-
3aM Y MOJIOJBIX 3KeHIITUH (2 MT acTpanuona B cyT, 0, 1mr
TpaHCIEPMaJIbHOTO 3CTpaanoya B CyT WIH 2,5 MI/Mec
9CTpaguoia OUMPOMMOHATA JISI BHYTPUMBIIICYHOTO
BBeneHus ). JIyiss HOpMaJabHOTO pa3BUTUSI MAaTKU U MO-
JIOYHBIX JKeJIe3 CIMTACTCS 11e71eCO00pa3HBIM MOIKITIOUE-
HHe IIPpOorecTepoHa He paHee 4YeM yepes 2 rofa oT Havyajia
SCTPOTCHOTEepAMK WX 0 Havyaja JOCTIDKCHUS MEH-
crpyauuii. CHHTeTUYECKHE OpaJibHbIe KOHTPAIICIITUBHI
HEe PEeKOMEHIOBaHBI, TaK KaK OHU COAEPXKAT BHICOKHE
JI03bl CMHTETMYECKUX 3CTPOTCHOB, a CHMHTETUYECKUE
IMPOTeCTUHBI TIPEISITCTBYIOT HOPMAJIBHOMY Pa3BUTUIO
MoJIOBBIX opraHoB (D).

Koppexuus enewnux anomaauii

ITpoBomUTCS TOJBKO B CIy4ae 3HAUMMOIO KOCMe-
THYECKOro aAedekTa (KpbIOBUIHBIC CKIANKH IIEH) TN
IpY HapylIeHUU (yHKUIMU opraHa (Hampumep, BbIpa-
KEeHHBIN nT103). Hy>XHO TOMHUTBH O MpeapacIioaoXeH-
HOCTHU K 00pa3oBaHUI0 KenouaHblx pyouos nmpu CIIT.
Hexkotoprie neBouku ¢ CIIT ckIOHHBI K pa3BUTHIO
oxupenusi. bonpubie CIUT HaxonsTcsa B rpyIine prucka
no pa3Butuio Al' u caxapHoro quabeTa, a OXXKUpeHUE Ae-
JIaeT pa3BUTHUE ITHX 3a00JIeBaHU OoJice BEPOSITHBIM.
K ToMy e n30bpITOUHass Macca Tejla B COUeTaHUM C HU3-
KHAM POCTOM U AVCIUIACTUYHBIMU YepTaMM JIMILIA U pu-
TYPBl MOXET CO3IaBaTh IOIOJHUTEIBHBIC IICUXOJIOTH-
yeckue TpyaHocTd. [loaToMy HEOOXOOMMO KOPpPEKTH-
pOBaTh MPUBBIYKU IMUTAHUSI M BECTU aKTUBHBIN 00pa3
xu3Hu. [Ipm HeobOxomuMmoctu y marmmeHTok ¢ CIIT
MMpoBoaUTCs KoppeKius AJl, yriieBomHOro ooMeHa, TH-
PEOMITHOrO cTaryca, JedeHne MHGMEKIINA MOYEBBIBOIS-
KX MyTell, aKTUBHOE JIEYCHNE CPETHUX OTUTOB U JIp.

B npoguraxmure ocmeonoposza nrpaeT BaXKHYIO POJIb
nnuTenbHoe jedyeHue pI'P u 3amectutenbHas Teparust
ITOJIOBBIMM TOPMOHAMM, 4YTO YIyYIllaeT IPOTHO3 IS
IUTOTHOCTU KOCTY Y BO3MOXKHOTO PAa3BUTHUS OCTCOIICHHH.

7. BeaeHne nauueHtok ¢ CLUT B neama-
TPUYECKOMN NpakTuke

Cxema Habaro0eHus1 3a NAuUeHMKOUW ¢ CUHOPOMOM
Illepewmeeckoco— Tepnepa (D)
Ha6awoenue sndoxpunonoea: 1 pas B 6 Mec.
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Aumponomempusi, éHeceHue 0aHHbIX 6 UHOUBUODYAN-
HYI0 Kapmy pocma, KOHmpoas maccwl meaa: 1 pa3 B 6 Mec.

Koumponaws ckopocmu pocma: 1 pa3 B 12 Mec.

Onpedenenue kocmrnoeo go3pacma: 1 pa3 B 12 mec (Ha
¢oHe Tepanun).

Yavmpaseykoseoe uccredosanue oprowHoil nosocmu,
3abprouunHo2o npocmparcmea: 1 pa3 B 3 roma.

Yavmpaseyxoeoe uccaedosanue manoco masza: B 12
JIET Tepel HayaJloM 3CTPOTEHOTEeparuu.

Koumpons apmepuansnoeo dagnrenus Ha pykax u Ho-
eax: 1 pa3 B 6 MecsILIeB MPY OTCYTCTBUU MOBbIIIeHUS A/l
U TIpY TIOBBIIIEHUU A/l TPOBOIUTCSI CYTOYHOE MOHUTO-
pupoBaHue A/l 1 BemeHue 60JILHOTO COBMECTHO C Kap-
JIVOJIOTOM.

Ixokapouoepagus: TOBTOPUTH B IIOAPOCTKOBOM
BO3pacTe, MPU HATMIUY U3MEHEHUI COBMECTHOE BeJle-
HUE C KapAUOJIOTaMU.

Koumpons caxapa kposu: 1 pa3 B 1Ba Mecsila rpu Jie-
YeHUU TOPMOHOM pocTa, 1 pa3 B 6 MecsiieB 6e3 Jieue-
HUSI.

CmandapmHblil 2n10K030MoAepaHmHblil mecm: Tieper
HayaJoM JIEYEHUsI TOPMOHOM pPOCTa.

Konmpoanw 3a ypoenem T4, TTI': 1 pa3 B rox.

Onpedenenue JII, OCI: B 12 ner mepea HavajaoMm
3CTPOTeHOTEPAIU.

Koumponw 0buieco ananusa kposu, mouu: 1 paz B 12 mec.

Koumpons 6uoxumuueckoeo anaruza kposu (kpeamu-
HUH. MPAHCAMUHA3bL, 1eKMPOoAUmbL, ujeao4Has gocgo-
masa): 1 pa3 B 6 Mec MpH JIC4EHUM TOPMOHOM pocTa, 1
pa3 B TOJl IPU JICUEHUU TOJIBKO 3CTPOTEHAMU.

Koncynomayus omonapuneonoea c¢ onpedenenuem
ocmpomut cayxa: 1 pa3 B 12—24 mec.

Habawodenue kapouonoea, Hegponoea, opmodonma,
opmoneda, omoaapuHeonoea u opyeux epaueil-cneyuanu-
cmog: B 3aBUCUMOCTHU OT UMEIOLIUXCS 3a00JIeBaHUN U
TOPOKOB Pa3BUTHUSI.

Habnwoodenue ncuxonoea: B 3aBUCUMOCTU OT PEKO-
MeHpanuii rcuxojiora. O0s3aTeNbHO B ITyOepTaTHBIN
nepuoa. IlcuxorepaneBTuyeckoe Je4eHUE HOJIKHO
OBITH HAIIPaBJIEHO Ha KOPPEKLIMIO CAMOOLIEHKH, TTOOLI -
peHue MAalUeHTOK K MPOSBICHUIO COLIMAIIbHOM aKTUB-
HOCTHU, KOPPEKIIUIO TpynHocTel ¢ obydeHueM. Ocoboe
BHMMAaHUE JOJIKHO OBITh yIEIE€HO IJIAHMPOBAHUIO Ka-
pbEPBI, TIONTOTOBKE K CAMOCTOSITENIbHOM XXU3HU C yue-
TOM BCEX UMEIOIINXCSI HAPYIIEHU 3M0POBbsI U UHMOP-
Malliy O TPYAHOCTSIX B OOyYEHUM.

Koppexuyus enewnux anomanuii pazeumus no NOKA3aHUAM

Ilpogunraxmuka u neuenue oxcupenus

Ponurenu mepouek ¢ CIIT momkHBI OBITH TIpemy-
MPEeXIeHbl 0 BO3MOXHOM Pa3BUTUU OXUPEHUS U UH-
(opMUpoOBaHbBI O TOM, KaK HayqYUTh peOEHKA BECTH 3[10-
POBBII1 00pa3 XKMU3HU.

8. Beaenue B3pocabix naunentok ¢ CLUT

B3pocabie mauueHTl ¢ CHIT uMelOT BBICOKMIA
PUCK pa3BUTHUS pa3INUHbIX 3a007eBaHUI U JOJKHBI Ha-
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XOAMThCS IIOM IPUCTAJIbHBIM HaOJIOACHUEM Bpaydeil
BCIO XM3Hb. CBOEBpEMEHHOE MEIMIIMHCKOE BMeIla-
TEJILCTBO CHIDKAET PUCK Pa3BUTHUsI paHHEl 3aboJjieBae-
MOCTHU ¥ CMEPTHOCTHU M YJIy4IllaeT Ka4eCTBO XU3HU I1a-
LIMEeHTA.

OCHOBHOI TIpUYMHON TOBBILIEHUSI CMEPTHOCTHU

60abHBIX ¢ cuHapoMoM IllepemeBckoro—TepHepa siB-
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