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1. MeTomoJsiorus

MeTtoabl, HCIOJIB30BAHHBIE /151 COOpa/ceJIeKIMH 10KA3aTeJIbCTB:
[Touck B JIEKTPOHHBIX 0a3ax TaHHBIX.
Onucanue MeTOA0B, HCIOJIb30BAHHBIX JJIs1 COOpa/cesIeKIIMU J0KA3ATEJbCTB:

JlokazaTenpbHOM 0a3oi i1  PEKOMEHMAAIMN  SIBISIOTCS  MyOJUKAIuH,
Bomeamue B KoxpaitHoBckyto Oubnmoreky, ©6a3bl ganueix EMBASE wu

MEDLINE. I'nyOuHa noucka coctaBuia 5 jer.
MeTto1bl, UICTIONIb30BAHHbIE TSI OLIEHKH Ka4eCTBa U CUJIbI I0KAa3aTeNIbCTB!
- Koncencyc skcnepToB
- OneHKa 3HaYMMOCTH B COOTBETCTBUM C PEUTHHIOBOM cxeMoil (Tabi.1).

PeiliTuHrOBasi cxema JJisi ONEHKH CHIbI pekoMenaanuil (Tadauna 1):

YpoBHH Onucanue
JI0Ka3aTeNbCTB
1++ Merta-aHanu3bl BBICOKOTO KaueCTBa, CUCTEMAaTHYECKHE 0030pbI

PaHIOMU3HPOBAHHBIX KOHTpoJMpyeMbIx uccienoBanuii (PKN), nim PKU ¢
OY€Hb HU3KHM PUCKOM CHCTEMATHYECKUX OLUIUO0K

1+ KavecTBeHHO poBeIcHHBIE METa-aHaIU3bl, cucTemaTuueckue, uin PKU ¢
HU3KHUM PUCKOM CHCTEMAaTHYECKUX OIIHOOK

1- MeTaaHaHI/ISLI, CUCTEMATUYCCKUC, UIU PKU ¢ BEICOKHM PUCKOM
CHCTEMATHYECKHUX OLIMOOK

2++ BricokokadecTBEHHbIE CHCTEMATUUCCKUE 0630pBI HCCIICIOBAHUI cnyqaﬁ-
KOHTPOJIb UJIX KOTOPTHBIX HncciaenoBanuii. BeICOKOKaueCTBEHHEIE O630pLI
HCCIeI0BaHUI CJ'Iy‘IElfI-KOHTpOHB HJIN KOTOPTHBIX HUCCJIeIOBAHUM C OUYECHb
HU3KHUM PHUCKOM 3(1)(1)CKTOB CMEIIIMBAHMS WJIM CUCTEMATHYECKUX OIITHOOK U
cpenHeﬁ BEPOATHOCTHIO HpH‘-IPIHHOﬁ B3aMOCBA3HU

2+ XOpOI_HO MMPOBCACHHBIC UCCIICAOBAHU A CHy‘l&ﬁ-KOHTpOJ’IB HJIN KOTOPTHBIC
HuccjaeaoBaHusa CO CpCAHUM PUCKOM 3(1)(1)CKTOB CMCIIMBaHWA UJIN
CHCTEMATUYECKHUX OIIMOOK U CpCHHCf/'I BCPOATHOCTBHIO HpH‘lHHHOfI




B3aNMMOCBA3HU

2- HccnenoBanus cinydaii-kOHTPOIIb I KOTOPTHBIE HCCIIEOBAHMUS C BRICOKHM
PUCKOM 3P PEKTOB CMEIIUBAHUS WM CUCTEMAaTHUECKUX OLUTMOOK M CpeTHE
BEPOSTHOCTHIO MPUUYMHHON B3aUMOCBSI3U

3 He ananutuyeckue uccnenoBanus (HanpuMep: ONMcaHue CiiydaeB, Cepuil
CIIy4aeB)
4 MHeHue 3KCepToB

MeTOI[I)I, HCIIOJBb30BaHHBIC IJIFd aHAJIHN3a J0KAa3aTEeJIbCTB:

e - 0030pbI MyOJUKYEMBIX METa-aHAIU30B;

® - CUCTCMATHYCCKHC 0630pBI C Ta6J'II/IIIaMI/I JO0Ka3aTCJIIbCTB.

Onucanue METOA0B, HCITIOJb30BAHHBIX JJId aHAJTHU3a 10KaA3aTECJIbCTB:

JlokazaTenpbHOM 0a3oi i1 PEKOMEHJAIMN  SBIAIOTCS MyOJUKAIUH,
Bomeamue B KoxpaitHoBckyto Oubnmoreky, ©Oa3bpl ganHeix EMBASE wu

MEDLINE. I'nybuna nmoucka coctaBuia 5 JerT.

MeToabl, HCIIOIB30BAHHBIE VISl OEHKH Ka4eCTBA U CHJIbI I0KA3aTeJIbCTB:
- KoHCceHcyc skciepToB
- O11eHKa 3HAYUMOCTH B COOTBETCTBUHU C PEHTHHIOBOM cxeMoit (Tab.1).
Tadanubl 10Ka3aTEJIbCTB:
Tabnuirel 10Ka3aTENbCTB 3AMOHSIINCH WICHAMH pa0odeid TPyIIIbI.
MeTtoabl, HCIIOJIB30BAHHBIE AJI51 (POPMYJIUPOBAHMS PEKOMEHAALUI:
Koncencyc skcnepTos.

PeiiTuHroBasi cxema J1Jisi OlEHKH CHJIbI peKoOMeHaanui (Tadauna 2):

Cuia Onucanue

A [To meHbIIEH Mepe, OJTMH MeTa-aHalu3, cucreMatudeckuii 063op wim PKU, onieneHHbIe Kak

1++, HaImpsMyr0o IpUMCHCHHUMBIC K 11 (S (5):10) 4 nonmyJjisiquu 1 ACMOHCTPUPYIOIIUC




YCTOMYHUBOCTH PE3YyJIbTATOB,

HaNpsSMYIO IPUMEHUMBIE K IIeJIeBON MOMYIISALIUN U JEMOHCTPUPYIOIIUE OO0
YCTOMYHBOCTb PE3yJIbTATOB

Wnu rpynna 1oka3arenbCcTB, BKIOYAIOIINE PE3YIbTAThl HCCIEI0BAHUM, OLICHEHHbIE Kak 1+,

B I'pynna 1oka3aTenbCTB, BKIIOYAIOLIAS pPe3yabTaThl UCCIEIOBAaHUMN, OLICHEHHBIE KaK 2++,

HaIpsIMyI0 IPUMEHUMBbIE K LIEJIEBOM NOMYJISALUN U IEMOHCTPUPYIOLIUE OOIIYIO
YCTOMYHBOCTH PE3YJIbTATOB.

Wnu skerpanonnpoBaHHbIE 10Ka3aTEIbCTBA U3 UCCIEAOBAaHUM, OLICHEHHBIX Kak 1++ wim 1+

C I'pynna 1oka3aTenbCTB, BKIIIOYAIONIAS Pe3yabTaThl HCCIEI0BAaHUN, OLIECHEHHBIE Kak 2+,

HaIpsIMyI0 MPUMEHUMBbIE K 1[EJIEBON NOMYJISALUN U IEMOHCTPUPYIOLINE OOIIYIO
YCTOMYHBOCTH PE3YyJbTATOB.

WNnm sxcTpanonmpoBaHHbIe JOKA3aTeNbCTBA U3 UCCIEIOBAaHUM, OIICHEHHBIX Kak 2++

D JlokazarenbcTBa ypoBHS 3 wiu 4.

Wnm sxcTpanonmpoBaHHbIe JOKA3aTeIbCTBA U3 UCCIEI0BaHUM, OLIEHEHHBIX KaK 2+

HNuankaTopsl qo6pokavecTBeHHoii npakTukm (Good Practice Points — GPPs)

Pexomennyemass ~ goOpokadyecTBeHHass ~ IpakTHKa  Oaszupyercs

KJIMHUYECKOM OTIBITE YJICHOB Paboyveil rpyIbl 0 pa3paboTKe peKOMEH IallU.

DKOHOMHWYECKUN aHAJIU3:

Ha

AHanu3 CTOMMOCTH HE MPOBOAWICA U ITYOJHMKAIUU 10 (papMaKOdIKOHOMHKE

HC aHAJIN3UPOBAJIUCH.

MeTtoa BaJauau3alMu peKOMeH/1alui:

o - BuHemnss OKCIICPTHAsA OLCHKA.

e - BHyTpeHHss SKCIEPTHAs OLICHKA.

Onucanue MECTOJa BaanaU3allun peKOMeHHaHHﬁI

Hacrosmue  pexomMeHnauuu B MOpEIBApUTEIbHOM  BepcuM  ObUIU
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PEUCH3UPOBAHbI HC3aBUCHUMBIMH 9KCIICpTaMU, KOTOPLBIX IMOIIPOCHIIN
IIPOKOMMCHTHPOBATH MpeKIAC BCCI'O TO, HACKOJIbKO HHTCpIpCTAlUA

JOKa3aTCJIbCTB, JIC)KAILINX B OCHOBC peKOMeHHaHHﬁ, AOCTYyIIHA IJIs1 TIOHMMAaHUsA.

[lonydeHbl KOMMEHTapuHM CO CTOPOHBI Bpayell MEPBUYHOIO 3BEHA U
YYaCTKOBBIX IEIUATPOB B OTHOLICHUH JOXOAYUBOCTH H3JI0KECHHS PEKOMEHAAIUN
Y UX OLEHKH BaXXHOCTU PEKOMEHJAIU Kak pabo4yero HHCTpyMEHTa OBCEAHEBHOM

PAaKTHKH.
KoHcyabTanum U 3KCNepTHAS OLIEHKA:

[Tocnennue u3MeHeHUs B HACTOSIIIMX PEKOMEHAAIUAX OBLUIN MPE/ICTABICHBI
JUISL TUCKYCCHUH B TIpeIBapUTeNIbHON Bepcuu Ha KoHrpecce sHI0KkpruHOI0roB 20-22
mas 2013 r (r.MockBa), Ha KOH()EPESHIINU AETCKUX dHIOKPUHOJIOTOB 22-23 HUIOHS
2013 r. (Apxanrensck). [IpeaBapurenbHas BepcHsi BBICTABJIEHA ISl IIMPOKOTO
obcyxnenus Ha caiite ®I'BY DHII, nis Toro, yToObBI NWIIa, HE y4acTBYIOIIUE B
KOHIpecce M KOH(EpEeHIUAX, HMeId BO3MOXXHOCTh TPHUHATH YydacTHe B

O6CY)K,II€HI/II/I N COBCPIICHCTBOBAHUHA peKOMeHHaHHﬁ.

[IpoexT pexomMeHmanuii ObUT PEIEH3UPOBAH HE3aBHCHUMBIMHU 3KCIIEPTaAMU,
KOTOPBIX TMOMNPOCUIIM MPOKOMMEHTHUPOBATh IMPEXKJIE BCEro JIOXOAYUMBOCTH W
TOYHOCTh  WHTEpIpPETAllMK  JOKa3aTedbHOW  0a3bl, Jexamed B  OCHOBE

PEKOMEH AU,
PabGouas rpynna:

JIns OKOHYATENpbHOW pENAKUMU W KOHTPOJISI KAadeCcTBA PEKOMEHIALMU
MPOAHATU3UPOBAHBl WICHAMH paboyeill TpyMIbl, C MENbI0 OLEHUTh, YTO BCE
3aM€UaHusl M KOMMEHTAapUM J3KCIIEPTOB NPUHATHI BO BHUMAHHE, PHCK

CHUCTEMATHYECKUX OITUOOK MpH pa3paboTKe peKOMEHIallUid CBEJICH K MUHIMYMY.

Cuna pexomengauuii (A-D) npuBoguTcs mnpu U3NO0XKEHUHM TEKCTa

PEKOMEHTAIUN.



2. DTHOJIOTHUS

Cunapom Ilepemenckoro-TepHepa (CIHIT) oOycnmoBieH  NOJHOW WU
YaCTUYHOU X-MOHOCOMHUEM, NPEACTABICHHONM BO BCEX MIIM € B YaCTU KIIETOK
opranuzMa. CBs3p 3a00JieBaHMs C HapylIeHHEM OJHOM X-XpOMOCOMBI Oblia
yctanoBieHa @opaom B 1959 rony. 310 xpoMocoMHOe 3a00JIeBaHNE BCTPEYAETCS
¢ yacrtotoit 1:2000 - 1:2500 HOBOPOKAEHHBIX AEBOYEK.

XpOMOCOMHBIE aHOMAJIMM TPHU JAHHOM CHUHIPOME MPOSBISIOTCS B BUJE
OTCYTCTBHUSI OJIHOW M3 JIBYX XpoMocoM X: JCJEIHH YacTH OJHOM XPOMOCOMBI X
WIM TPAaHCJIOKAIMM B Tpeaesiax OJHOM XpoMOCOMBbI X,  TakKe BO3MOXKHBI
pa3IUyHble MO3aWMYHbIC BapUAHTHI, KOTJa XPOMOCOMHBIH Ha0Op YaCTUYHO
coxpaneH. Tombko 1% smOpuonoB ¢ kapuotunom 45X0O M0OCTUTAIOT CTAUH
IUIO/A, OCTAJbHBIE HE JIOCTHTAIOT 28 Hedelb recramuu, okojo 10% CIIOHTaHHBIX
abOpTOB CBSI3aHO ¢ MOHOCOMUEH X .

VY HEKOTOpBIX MAIMEHTOB BO3MOXKHO MPHUCYTCTBHE XPOMOCOMBI Y (TOJHOE
WM YacTUYHOE) B psfe KiIeTok (BapuaHT 45X/46XY KIMHUYECKH TMPOSBISIETCS
BUpWIM3AIMEH, OTMEUAeTCs CMEIIaHHAsg JUCTeHEe3Us TOHAll, YTO SBIAETCS
(akTOopoM pucKa B pa3BUTUH TOHan001acTOMBI). OOBIUHO C LETBI0 AUATHOCTHKU
CHIT npoBomuTcsi uccieaoBaHue NepUPEpUIECKUX JTUMQPOIMTOB, OJHAKO OHO
HECTIOCOOHO OIPEIeTUTh JIEICIIUN U TpaHCIoKanuu Xxpomocom (D).

Hcnonp3oBaHne XpOMOCOMHOIO 30HMPOBAHUS BBISBIISIET, TAKUE U3MEHEHUS
KapUOTUIIA KaK JeJeuus WIM Hadudue u3oxpomocombl, U B ciywae CIIT
MOKa3bIBaeT, 4YTO mMojHas MoHocomus 45X Bcrpewaetcss Toinbko y S50-60%
O0onmpHBIX. Ha ceromHsAmHuii JeHb yCTAHOBIEHO, YTO HE CYIIECTBYET YETKOM

Koppesiun Mexay reHoturioM u ¢penorurnom npu CILIT (D).



3. KiiuHn4yeckasi KapTuHa 3200/1eBaHUA

Knunnueckue nposiBinenust CIUT upe3BbiyaitHo pa3zHOOOpa3Hbl, U CTENEHb
UX BBIPa)KCHHOCTH KpailHe BapuaOenbHa. K OCHOBHBIM M HanboJiee MOCTOSTHHBIM
KIMHWYecKnM  xapaktepuctukam CIHIT  orTHocATcs  3ajepkka pocra
TUIIEPrOHAaOTPONHBIA TUIIONOHAIU3M U LEJNBIM pPsAJ BPOXKICHHBIX AHOMAJMUMN:
KPBUIOBUJHBIE CKIAJAKUA WU, HU3KUU POCT BOJOC, MTO3, SMIHUKAHT, BBICOKOE
roTudeckoe He0O, POTUPOBAHHBIE YIIHbIE pakoBHHBI. lIpu nanHOM 3a0osieBaHMU

HaOJII0/1aeTCs LENbINA sl AHOMANTMNA Pa3IMYHBIX OPTaHOB U CUCTEM.
Poct

Hapymenue pocra nabmonaercs B 95%—100% cnygae CLLUT. OrcraBanue
B POCTE MPOSIBISIETCS BHYTPUYTPOOHOM 3a/1ep kKol pocta B npeaenax 1-1,5 SD no
OTHOIICHUIO K 3JI0POBOM MOMYJISIIIMM, HU3KOH CKOpOCTBhIO pocta (Hmke —2 SD),
Ha4YMHAs ¢ 3 JIeT, OTCYTCTBHMEM POCTOBOTO CKauka B myOepTaTHOM Bo3pacte. Bce
3TO MPUBOJUT K HU3KOMY KOHEUHOMY POCTY, KOTOPbIA B cpeaHeM Ha 20 cM HUXKeE
obmenonyssimontoro (D).

IIpu ounenke pocra neBouek c¢ CIIT wucnonas3yroTcs crenuanbHbIE
HIePICHTUIIbHBIC TaOIHUIIBI U KpuBbIe pocTa. (Puc 1).

IIpu CIIT B TedyeHue MNEPBBIX 3 JIET JKU3HM OTMEYAETCSd OTCTaBaHHUE
KOCTHOTO BO3pacTa OT XPOHOJOTMYECKOTo. 3aTeM mpuMepHO 10 10 JIeT KOCTHBIN
BO3pACT YBEJIMUYMBAETCS COOTBETCTBEHHO XpoHoiornyeckomy. Omnako nocie 10—
12 ner cHOBa OTMeEuaeTcs 3aJep>KKa CO3PEBaHMS CKeJeTa, 4TO OOYCIOBIEHO
Ne(UIIUTOM dCTPOTEHOB.

Henocrarounocts pocta mpu CHIT o0ycnoBieHa coueTaHUEM CKEIETHON
JAUCIUIA3UM, XPOMOCOMHBIX HAapyIIEHUH M BHYTPUYTPOOHOW 3alepKKH pOCTa.
[Tatomorust SHOX rena MoxeT sBIAThCS puanHOoi HU3Kopociaoctu npu CIHIT, a
TaKXke accouuupoBaHa ¢ naedopmanmsmu ckeneta (medpopmanus MagenyHra,
BaJbI'yCcHas jaeopManus JIOKTEBBIX CYCTaBOB, MHUKPOTHATHs, BBICOKOE HEOO H

YKOPOUEHHE KOHEUHOCTEN U MACTHBIX KOCTEM).
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Puc.1. IlepueHTH/IbHBIC KPUBbIE 1JIS 310POBBIX JeBoYek H nanueHTok ¢ CIHIT.

[To MHOTOYUCIEHHBIM AaHHBIM, AepuIUT ropmoHoB pocta (I'P) He urpaer
cylmiecTBeHHOM ponu B 3anepkke pocta npu CIIT. ChoontanHas wu
ctumynupoBaHHas cekpeuus ['P y mammentok ¢ CIIT Haxoautcsi B HOpMallbHOM
(wm cyOHOpPMaTbHOM) YPOBHE 110 TIyOepTaTa.

CHmxenune cexkpenuu ['P y nesouek ¢ CIUT B Bo3pacte AOMIKHOrO, HO HE
HACTYMHBIIETO MyOepTaTa, 00yCIOBIECHO THIIOICTPOTCHUEH W KOMIIEHCUPYETCS Ha

(dOHE 3aMECTUTEIIFHOM Tepaniuy HU3KUMU J103aMu dcTporeHoB (D).



Cpennsas BenmumHa kKoHeyHoro pocrta npu CLIT Bapsupyer B pasnu4HbIX
nonynsuusax ot 140-147 cm. BausiHue BapuabeabHOCTH KapUOTUIIA HA KOHEYHBIN
pocT neBoYeK He Joka3aHa. OgHaKo MMEIOTCS AaHHbIe O Oosiee Oi1aronmpUsITHOM
POCTOBOM TMPOTHO3€ MpPHU KapPHOTHIE, cojepxaimeM u3oxpomocomy X(i), wiu
Mo3anyHblii  BapuaHT 45,X/46,XX. CylecTBeHHO BIMSIET Ha I[OKa3aTelb
koHeuHoro pocta gered ¢ CIIT poct poaureneld mHaUMEHTOK (YeM BBIIIE
POAUTENIH, TEM JIyYIlle POCTOBOM MPOTHO3) U BO3MOXKHBIM CIIOHTaHHBIN MyOepTar,

CIOCOOCTBYIOLIUH OBICTPOMY YCKOPEHHIO KOCTHOTO CO3PEBAHMS.
IIpocno3zuposanue koneuno2o pocma

B nacTosimiee Bpemsi Haubosiee pacrpocTpaHeH CIoco0, Mpu KOTOPOM POCT
OoTMeYaeTcsl Ha MepIHeHTUIbHON KpuBoi st 6onbHbIX CIUT n unpuBuayanbpHas
pocToBasi KpuBas TMPOJOJDKACTCS COOTBETCTBEHHO TpaduKy 70 OXKHUIAEMOTO
KoHeuHOoTo pocTta. Habmonenus 3a 6onbuabiMu ¢ CLIT nokasanu, 4To 3TOT ciocod

nocratouHo HajaexeH (D).
HapyuieHusi penpoaAyKTUBHOM CUCTEMbI

OtcyTcTBHE COOCTBEHHOTO MYyOEpTAaTHOTO pa3BUTHUSA XapaKTEpPHO IS
nanueHTok ¢ CIIT, xotas y 30% neBodyek, MpEeMMYyIIECTBEHHO C MO3aWYHBIM
BapHAHTOM KapHUOTHUIIA, MOKET OTMEUYAThCS YACTUYHBIM COOCTBEHHBIN IyOepTaT, 1
y €IUHUYHBIX MAIMCHTOK BO3MOYXKHA CAMOCTOsATEIbHAs 6epeMeHHOCTh (D).

I'mnoronagu3sm npu  CIIT  o0ycioBlieH TMEpBHYHOM  SHYHUKOBOU
HEJIOCTaTOYHOCTHI0. BTOpHYHOE OBOJOCEHHME pPAa3BUBACTCS CIIOHTAHHO Y BCEX
neouek ¢ CIIT k 12—13 rogam 1moj BIUSSHUEM HAJIMOYEYHUKOBBIX aHJIPOT€HOB, a
OTCYTCTBHE pOCTa MOJIOYHBIX JK€JIe3, YBEJIMYEHHS pPa3MEpPOB MaTKU W
HOPMaJIBHOTO Pa3BUTHS BIArajvia OOYCIOBICHO OTCYTCTBHEM BBIPAOOTKHU

3CTPOT€HOB SUYHUKAMHU.
Ko:xa, nepuBatbl

Ha «xoxe y Oompubix ¢ CIHIT OTMEUYAIOT MHOT'OYHMCIIEHHBIE

NO0OpOKAUYECTBEHHBIE HEBYCHI, KOTOPblE OOBIYHO MOSIBISAIOTCA Tmocie 3-4 JerT.
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BennumHa ux pasnuyHa OT MajO3aMETHBIX JO KPYIHBIX, BBICTYMAIOIIMX HAal
MOBEPXHOCTHI0. HeByChl MMEIOT TEHJEHLMIO K POCTY B mepuoja myodeprara. Mx
ylalleHWe HWMEET OOBIYHO TOJBKO KOCMETHMYECKOE 3HaueHHe, MpPU OSTOM
HEOOXOJMMO YYMTHIBATh TOBBIIMICHHBI PUCK Pa3BUTHS KEJIOUJHBIX PYOIOB U
COTOCTABJIATh 3TO C HEOOXOAMMOCTBIO KOCMETHYECKOM Koppekuuu. HWMHorma
OTMEYAeTCsl TUIMEPTPUX03, OCOOCHHO Ha  pa3rubaTeIbHON  MOBEPXHOCTH
npeamieunii. Bo3aMoXHO NOSIBIIEHUE AJIONEIMU HA MOBEPXHOCTHU T'0JIOBBL. HacThIM
npuszHakoM nipu CIIT sBnseTcs BUTUIUTO.

JIumpaTtudeckuii OTeK KHUCTEH U CTONM y HOBOPOXKICHHOIO TO3BOJISET
nuarnociupoBath CIUT yxe B poawibHOM fgome. JInmdbaTuueckuit OTeK JepKUTCS
OT HECKOJIbKUX JHel 110 2-3 net. C BO3pacToM dYalle BCero JUMQpaTUuYECKUEe OTEKH
ucyesaroT. OgHAKO TpU HArpy3ke (JUIUTENbHAs X0/b0a, MepeoxXiaxaeHue u Ap.)
MOT'YT BHOBb TOSIBJISITHCS.

[TosiBnenne nuMQaTHUECKUX OTEKOB CBS3BIBAIOT C aHOMAjued pPa3BUTHS
TUM(paTUYECKUX COCYIOB - TUIIOIUIa3UEN U aruia3ueil MOBEPXHOCTHBIX COCY/IOB, a
TaKk)Ke C TUIOIUIa3uel aHaCTOMO30B, COSIUHSIONINX MOBEPXHOCTHBIE U TIIYOOKHE
muMmpatryeckue cocyasl. B penkux ciydasx TpeOyeTcs XUpypruyeckoe
BMEILIATEJIbCTBO B BHUAE AaHTHOINIACTUKUA. OJOHAKO XUPYPrUYECKOE JICUCHHE
IPUMEHSETCS 10 OCOOBIM IIOKa3aHMsIM, Tak Kak ero 23¢QeKkTuBHOCTH Ha
CEeTOJHSIIHUN JIeHh HE J0Ka3aHa. EcTh MNpeanosokeHus, 4To JIuMQpaTHIecKui
OTEK OTBEYACT 3a BO3HUKHOBEHHE TAKUX XAPAKTEPHBIX YEPT, KaK KPbUIOBUIHBIC
CKJIQJIKU LIEU U U3MEHEHUS A0PTHL.

Jns CIOT xapaktepeH HU3KUK YPOBEHb pOCTa BOJIOC Ha 1iee c3aau. MHorna
OTMEUAETCs YCWJICHHBIM POCT BOJIOC Ha TeJe, OCOOCHHO Ha pas3rudaTeNbHON
MOBEPXHOCTH Mpeamieunii. OTMeuarTcss aHOMaIuu B CTpOSHUH HorTeld. Hortu Ha

najbiax Ae)OpMUPOBAHEI: Y3KHE U KOPOTKHE, IITyOOKO CHUIAT Ha HOTTEBOM JIOXKE.
Oo6JacTh men

Y Oompabix ¢ CIIT wame Bcero ¢dopma menm KOpOTKash W HIUPOKAs.

«Knaccuueckum» BHEIIHUM IIPU3HAKOM CHHApPpOMA ABJIAIOTCA KPBUIOBHIHBIC
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ckimagku Ha 1ee - pterygium coli, BBIpaXEHHOCTh KOTOPBIX BapbUpPYET.
JIOCTaTOYHO YACTO TMOCIe KOCMETHYECKOW Omepaliy 10 YIAJICHUI0 KOXHBIX

CKJIaI0K 00pa3yroTCsl OCIE0NEPALNOHHBIE KETOUJHBIE PYOLIbI.
I'pyanas kierka

XapakTepHa MHUPOKas TPyAHas KIETKa C XOPOILIO Pa3BUTON MYCKYJIAaTypOi.
Cocku BTSHYTBI, OTMEUYAETCS MX TUMEPTEIOPU3M (ILIUPOKO MOCAKEHHBIE COCKH,
pacnoyio)keHbl Onuke K OOKOBOM IMOBEPXHOCTH), BO3MOKHO (POPMHUPOBAHUE

BOPOHKOOOpa3HOM (BTSAHYTOM) IPYHOMN KIETKH.
KocTHas cucrema

AHOManUU B CTPOCHHMHM KHCTEH pyK BbIpaxkatoTcs B ykopoueHue IV u V
nanblieB KUCTEH PYK, OCOOCHHO YKOPOYEHBI U PACIIMPEHbI NUCTaJbHbIEC (pasiaHry,
OTMEUAIOTCSI YKOPOUEHHE MeTaKapmalbHbIX KocTe. MHorma y dactu OONBbHBIX
OATBIM  Majiell HepeAKo UCKpuBieH. Ykopouenue |lII—V maneueB wmosker
Ha0JII01aThCA U Ha CTOTIE.

Kiaccuueckum npuznakom CLIT cunmTaeTrcs neBuanus JIOKTEBBIX CYyCTaBOB
(cubitus valgus), mpu KOTOpO# yroa MeXAy OChIO IIeYa W OCBIO IMPEAIICUbs
cocraBisger Oonee 15 rpagycoB. OTo OOYCIOBJIEHO HApYUICHUSIMU DPa3BUTHUA
CKeJIeTa, B YaCTHOCTH JIy4€BOW U TJICUYEBOW KOCTH, YYACTBYIOIIMX B 0Opa30BaHHUU
JOKTeBOTO cyctaBa. OMHAKO MpPU PEHTTeHOrpaduu PEIKO BBISBIAIOTCS aHOMAIUU
CTPOCHUSI KOCTEH JIOKTEBOTO COWICHECHHUs. TUIHMYHBI TaKKE UCKPUBIICHUS KOCTEH
rojiean (genu varum).

Pentrenorpagusi 4acTto JAEMOHCTPUPYET HU3MEHEHHUS B IO3BOHOYHHKE:
CHI)KEHHYIO BBICOTY NEPBOrO IIEWHOIO IT03BOHKA; M3MEHEHMs TEJl MO3BOHKOB,
xapakTtepHbix st Oone3nu Illeiiepmana m np. Ckonmo3 pasBuBaercs y 10%
nesouek ¢ CIIUT . Bo3moxxHO, 3TH W3MEHEHHUS CBSI3aHBI C AUCIUIA3UEH AMUPU30B,
OHHM MOTYT ycyryousiTe Hu3kopocaocTs npu CIIT. ¥V neBouek ¢ 3TUM CHHAPOMOM
MOBBIIIEH PUCK BPOXKACHHOM NUCIUIa3UM Ta300€PEHHOr0 CyCTaBa.

Mukporaatus oObIYHO HE UMeeT (yHKIHOHAIBHOTO 3HaueHus. OgHAKO B

psAne ciIydyaeB HMEIOT MECTO aHOMaJluM pocTa 3y00B, KOTOpbIe TpeOYIOT
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BMEIIATEIbCTBA OPTOJAOHTA.
B nocnennue roael Bce Ooubllie COOOUIEHHMH O Pa3BUTHH OCTEONEHUH H
ocreonopo3a y OonbHbeIX ¢ CIIT. Yacrota mepenoMoB y B3pOCHBIX OONbHBIX
BbIIlIE, YEM Yy 3J0pPOBBIX, M IMOJIOBUHA ATUX NEPEIOMOB MPOUCXOIAT B MECTaX,
XapaKTEePHBIX JUIsl 0CTEONOopo3a (3arsiCcThe, MO3BOHOYHUK, LIeHKa Oe/pa).

Hapymenus ¢popmupoBanus KocTeld BO3ZHUKAIOT €Ill€ B JETCKOM BO3pacTe U
3aTparuBaloT NPEUMYIIECTBEHHO KOPTUKAJIbHBIA CIOU. J[epUuIuT KOPTUKAIBLHOIO
CJIOSl COYETAeTCs C MEMJIEHHBIM BHYTPUKOCTHBIM oOMeHOM. OcTeorneHus B
TpaOeKyJIspHBIX 30HAX pa3BUBAETCA B CepelMHE WIM B KOHIE mny0deprata u
COXpAHSETCS BO B3POCIOM BO3pacTe. Y B3pOCIBIX OTMEYAIOT MOBBIIICHHBIN
BHYTPUKOCTHBIN OOMEH.

[Tatorenes ocreomnoposa npu CHIT go konma He sceH. OH MOXeT OBITH
OpSIMBIM PE3YJIbTATOM OTCYTCTBUS T'€HETHYECKOr0 Marepuana X-XpOMOCOMBI, B
pe3ysbTaTe 4ero ocTeo0JIacThl, BOZMOXKHO, MPOAYLUUPYIOT AeHEKTHBIH MaTpHUKC.
OTa runore3a MoXeT ObITh MOATBEPIKIAEHA TOCe KapTUPOBAHUS X -XPOMOCOMBI.

DOpMHUPOBAHUIO OCTEONOPO3a, HECOMHEHHO, CIIOCOOCTBYIOT XapaKTEpHbIE
st CLOT ropmonanbHble HapyleHus. OTCYTCTBUE JOJKHOTO YPOBHS 3CTPOTE€HOB
B myOepTate He JaeT TOYKA SHAOOCTATHLHOMY POCTY KOPTUKAIBHOTO CIOSI KOCTEH
U BBI3BIBAECT HAPYIICHUE MOCTPOCHUS TpaOeKylIsapHON yacTu koctu. Taxxke 0e3
pocta ypoBHs 3cTporeHoB y OonbHbix ¢ CHIT He mpoMcXOAWT aKTUBHU3ALUU
CHUCTEMBI TOPMOH POCTa- HHCYJIMHONOMOOHBIN ¢akrtop pocta 1 (I'P-UDP-1) B
nyoeprare. OTHOocHTeNnbHBIM HemocTtaTok I'P u MDP-I BegeT x HemocTaToOuHOMY
KOCTEOOpa30BaHHUIO, TaK KaK 3TU TOPMOHBI OKa3bIBAIOT MPSIMOE JACHCTBUE HA 3TOT
porecc.

AnexBaTHas ~TepamnMs TOJOBBIMM  CTEPOMJAMHU  II03BOJSET  CHAENaTh
OCTEONOPO3 MEHEE BBIPAKEHHBIM, YeM 0€3 JICUEHMs] WJIM IIPU HEJOCTATOYHOW WU
HeperysipHoi Tepanuu (D).

HaubGonpmuit  3¢g¢dekT KOppeKIuu OCTeomopo3a JaeT NPUMEHEHHE
npenapatoB p-I'P, HaumHas c mnpenyOepratHoro Bo3pacta. Takas Tepanus

MO3BOJIIET JIOCTUYbh HEOOXOJIMMOr0 MHKAa KOCTHOM Macchl K KOHIy IMyOepTara,
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KOTOPBIA JIOJMKEH OOECIeUMBATHCS K30TCHHBIM BBEICHHUEM 3CTPOreHOB. UTOOBI
COXpaHUTh MHHEPAIbHYIO IUIOTHOCTh KOCTH, HEOOXOIUMO JOJITOBPEMEHHOE
JICYEHHUE 3CTPOreHAMH M MTPOTeCTHHAMH B3pOCIIbIX 00ybHBIX (D).

Pexomenayercss — mpeAnpuHUMATL  JOTOJHUTCIBHBIC  YCHIHS  JUIA
NPEOTBPALICHHS OCTEONOPO3a: 00ECIICYUTh JOCTATOYHOE MOCTYILICHUE KaJIbIIHS B

OpraHu3M, MOAACP>KUBATh HOPMAJILHBIN BeC Tea.
CepaeuHo-cocyaucrasi cucremMa

B 30% cnyuaeB BcTpewarotrcst BpokjaeHHble mopoku cepana (BIIC),
MpEUMYyLIECTBEHHO JieBoro otnena. Pazsutue BIIC cBs3bIBalOT ¢ HapylleHUEM
dbopmupoBaHust TUMEGATHIECKON CUCTEMBI. Yallle BCEro BCTPEUAOTCS KOAPKTAIUs
aoptsl (30%) u OukycnuaaIbHbIN aopTanbHbi Ki1anaH (30-50%), menee yem B 5%
BCTpEUaeTCA AwiaTanuus KOpHsS aopThl. (CBOEBPEMEHHOE BBISIBICHUE U IIpU
HeoOxoaumocT xupyprudeckas koppekmuss BIIC u aoptel mpenmymnpexaaer
Pa3BUTHE OCJIOKHEHHH, YTPOXKAIONINX )KU3HH MAIUEHTOK.

B ocranpHBIX ciydasx oOTMeYaroTCid (PYHKIIMOHAJbHBIE HapyIICHUS
CEpPACYHO-COCYAUCTOM CHUCTEMBl - apTepHalibHasi TUIEPTEH3Us, MPOJaIc
MUTpaJIbHOTO KjanaHa. MeHnee yem B 5% BcTpedaeTcs OuiaTalus KOPHS aopThl,
BO3HUKaloNass Ha (OHE KOApKTAIMM aopThl M JAPYTHMX IOPOKOB CEpAla, B
pe3ylibTaTe PEKOHCTPYKTUBHBIX — OMepaluii, OCOOEHHO B COYETAHUH C
apTepUAIbHON THNEPTEH3UENH. ITO OUYEHb OMACHOE COCTOSHHE MOXKET MPUBECTU K
pa3peiBy aopThl.  JlaHHas TATONOTHSA BBHI3BIBAET Yy OOJIBHBIX TOBBIIICHUE
aprepuanbHoro aamieHus. CBOEBPEMEHHOE BBISBICHWE U TPU HEOOXOIUMOCTH
XUpPYprudeckas KOppeKuus Mpeaynpek/1aeT pa3BUTHE OCIOKHEHHM, YTPOKAOIINX
KU3HU NAUEHTKU. -

AptepuanbHas runepren3uss yacto conyrctByer CIIT npaxe mnpu
OTCYTCTBHM TOPOKOB CEPACYHO-COCYAUCTOM CHCTEMBI WJIM MATOJIOTUHA ITOYEK.
[Ipuunnamu AI' mpu CIIT moryt ObITh pazButue oxupenus, CJ 2 Tuna,
nuMdenemMa, TMOBBIIEHHE AKTUBHOCTH PEHUHA IUIa3Mbl. JTO OO0yCIaBIMBaET

HEOOXOJUMOCTh CUCTEMATUYECKOI0 KOHTPOJISI apTepUaIbHOIO JABIEHUS Y TaKHX
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nanueHToB. lloanep:kaHne HOPMAIBHOIO BECAa TEla SBISETCA BaXXHOM MEPOU

npoUIAKTUKY U JieueHus runepronun (D).
Opran 3peHus

OYHKIIMOHAIBHO HE3HAYMMbIE OCOOEHHOCTH CTPOCHHS BEK BKIIOYAIOT B
ce0sl HAMMYKUE «TPEThEro Bekay» (dMUKAHTA), a TAaKKe HEe3HAYUTEJIbHOE OMYIIECHUE
Beka (nTo3) M Kocornazue (cTpadbus3m). Hacto BCTpedaeTcss HapylIeHUE 3PCHUS B
BUJIE THUINEPMETPONUU M aMOJHMONHUM, KOTOphIE, KakK TMPaBUIIO, TMOAJAIOTCS

KOPPEKIIUH C MIOMOIIBIO OYKOB MM KOHTAKTHBIX JuH3 (D).
Opran ciayxa

AHOMaMUM  CTPOCHUS  YIIHBIX  PAaKOBUH  HWHOT/IA  MPEJCTABISIIOT
KOCMETHUYECKYIO MPOoOIeMy U TPEOYIOT MOMOIIY KOCMETUYECKUX Xupypros. Cpenu
nonyyisuun aesouek ¢ CIIT ¢ BbICOKON 4acTOTOM MO CPABHEHUIO C MOMYJALMEH
3MI0POBBIX JIETEM BCTPEYAIOTCS CpPEIHHE OTHUTHI, MaHHUECTausi KOTOPBIX
MPUXOAUTCSA Ha Bo3pacT OoT 1 10 6 et (nmuk - B 3 roaa). BeposaTHO, 3TO CBs3aHO C
AHOMAJIUSIMH CTPOCHHS U PACIOJOKEHUS €BCTaXHWEeBOW TPYObI, YTO MPHUBOIUT K
HapyIIEHHOW BEHTWISIIMU CPEIHETO yXa. BriCOKa OMacHOCTb OCI0KHEHUH B BUJIE
MAaCTOMJUTA M XOJIeCTeaTOMBI. TakTHKa Je4eHUs WHQEKIMOHHBIX OTHUTOB IpHU
9TOM CHHJIIpOME JIOJDKHA OBITh MAaKCHMAaJIBHO arpecCHBHOH, 4YTOOBI HM30€XKaTh
MTOCJICIYIOIINX OCIOKHECHUU.

Takke  XapakTepHbIM  SIBJISIETCA ~ HapylIeHHE  ciayXa B BHJE
MPOTPECCUPYIONIEH HEUPOCEHCOPHOW WM KOHIYKTMBHOM TYrOyXOCTH, KOTOpas
MOXET TOSBHTBCS ¢ 6-JIeTHEro Bo3pacTa. Yaine CHHKEHHE ClyXa HaOMromgaeTcs y
B3pocabix ¢ CHIT mnocne 35 ner (BolpaxeHHoe B 15% cmyuaeB, y 60%
HaOJII0IA0TCS HEOOJIBIINE OTKIIOHEHHs). DTa OCOOCHHOCTh TpeOyeT 0co0oro
MOCTOSSHHOTO BHUMAaHUS Bpaua U CBOEBpEMEHHOM Koppekiuu. Hapymienue cinyxa y
pebeHKa BiedeT 3a cO0OM OTCTaBaHHWE B IICMXOMOTOPHOM pa3BHUTHH peOCHKA -
Pa3BUTHHU PEUYU U UHTEIUICKTA.

Hapymienuss peun Moryt OBITh Jak€ MPU OTCYTCTBUM HApyIIEHUM ClyXa,

ATO Yalle BCEr0 HOCOBOM WM BBICOKHW OTTEHOK T0joca, OO0YCIIOBJICHHbBIN
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CTPOCHHEM PEUEBOTO armaparta - BRICOKoe «rotudeckoe Heoo» (D).
ITouku ¥ cucTEMa MOYeOT/Ae e HUSA

Ilopokn moueBsienuTensHor cuctembl npu CIIT goBosbHO wactoe
sBJICHUE, OHU BcTpedaroTcs B 40-59% cimydyaeB. OOBIYHO OHU 3aTpParuBarOT MOYKH,
MOYETOUYHHMKN WUJIU KPOBEHOCHBIE cocynbl moyek. Hambonee tunmuna jist CLLT
MOJAKOBOOOpa3Has Mmoyka, Mpu KOTOPOU JIBE MOYKU CPACTAIOTCS, OOBIYHO HUKHUMU
nojarocamu. Jlpyrue BapuUaHTBl IOPOKOB PAa3BUTHS BKIKOYAKOT OJHO- WIIH
JIBYXCTOPOHHIOIO THUIIOIUIA3MI0 TOYEK, YJABOCHHUE JIOXaHKM M MOYETOYHMKOB,
W3MEHEHUE YMCJIA TTOYEYHBIX BEH WJIM apTEepUil, UX HETUIIUYHOE PACMOJIOKECHUE
(D) .

YacTo 3TH MOPOKU PA3BUTHS HE BEAYT K YXYAMICHUIO (HYHKIIMOHUPOBAHUS
MOYEBBIJICIUTEIILHOM CUCTEMBI, HO OHH MOTYT NPHUBOJUTH K apTepualibHOU

TUNIEPTEH3HUH, CTIOCOOCTBOBAThH Pa3BUTHIO HH(MEKIIUNA MOYEBBIBOISIIIINX ITYTEH.
YMcTBeHHOe pa3BuTHE U 00y4yaeMocThb. [lcuxosioruyeckne npoodsaeMsl.

YpoBeHb YMCTBEHHOTO pa3BUTHs BappupyeT y 6ombHbIX ¢ CHIT Tak ke, kak
B OCTaJbHOW TMOMYJISAIUH. VICKIIOYEHHS COCTaBISIET OYEeHb Majoe YHCIIO
MAIMEHTOK C KOJIBIIEBOW X-XpPOMOCOMOH, KOTOpPhIE MOTYT UMETh BBIPAKEHHYIO
YMCTBEHHYIO OTCTaJIOCTh.

Psn uccnenmoBareneii orMedaeT BO3MOXHOCThH TOSIBJICHHS CIIEIU(DUICCKUX
MICUXOJIOTHYECKHUX MPOOJIEM TIPU ATOM 3a0o0sieBaHUU. Tak, y HEKOTOPHIX OOJBHBIX
IIPY BBIMIOJTHEHUU TECTOB Ha KO PuImeHT ymcTBeHHOTO pa3Butus 1Q mokazarenu
HeBEepOAIbHON YaCTH TECTOB OBLTN HUXKE CPETHETO.

B nmpouecce oOyuenuss neBouek ¢ CIHIT BbeiABAsS€TCS JA0CTaTOYHAs
YCUIYMBOCTh, HO TPYAHOCTH BO3HHUKAIOT B a0CTPaKTHOM MBIIUICHHH (TIPOOIEMBI
py 00y4eHNN MaTeMaTHKe), MPOOJIEMbI C KOHIICHTpAIlUe BHUMAaHHUSI.

Benymiee MecTo B ICUXMYECKOM COCTOSIHMM OOJIbHBIX 3aHUMAET CUMIITOMO-
KOMIUJIEKC  MCcUXW4Yeckoro  uHpantunusma. OHU  BHYIIA€MBI,  yIPSIMBI,
MPEANOYUTAIOT UTPaTh C MIAIIMMH JTeThbMUA. Hepenko y OONbHBIX TMPOSBISETCS

MHTEpeC K OBITOBBIM BOIPOCAM, PACUETIUBOCTb, OCPEKIUBOCTh. XapaKTEPHBIM
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JUTSL BCEX MALMEHTOK sBIsieTCA diopruueckuil (POH HACTPOESHUS.

[IpoGnemsbl ¢ MosoBOM HMIEHTU(UKALMEH BO3HUKAIOT KpailHe penko. llpu
ncuxojornyeckoM odcnenoBanuu nosenenue 6oapHbIX ¢ CLIT pacnienuBaroT kak
TUIUYHO >KEHCKOE, OJIHAKO OTMEYAIOT MEHBIIYI0 SHEPTHMYHOCTh U (PU3MUYECKYIO
akTUBHOCTh. EcTh cooOuieHuss 00 3MOIMOHAIBHON HWHEPTHOCTH U OOoJblel
YCTOMYMBOCTH K CTPECCOBBIM CUTYALIHSIM.

Jpyrast 4yacTh NCHXOJIOTMYECKUX MPOOJEM M MOBEIECHYECKUX HAPYIICHHUM
CBs3aHa C OCOOEHHOCTSAMM BHEIIHEro BHJa OONBHBIX U MOJ0OHa mpoliemawm,
BO3HUKAIOUIUM TPU JAPYTUX TUNAX HUZKOPOCIOCTH U 3aJEPKKH TOJOBOTO
pa3ButHs. Yacto Takoil peOCHOK OKa3bIBAETCS B U30JSILIUUA OT CBEPCTHUKOB, UMEET
MaJo Jpy3ei WU He UMEET MX BOBce. B MoapoCTKOBOM BO3pacTe Takue JE€BOYKHU
MO3Ke BCTYMAIOT B T€TEPOCEKCYaAJIbHbIE OTHOIICHHS U B JIaJbHEHIIIEM Y B3POCIIbIX

CeKCyajbHasi aKTHBHOCTh HUXKE, YeM Y 310poBbIX Jitojei (D).
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4. InarHoCTUKA

IIpenaranbHass AMATHOCTHKA

Yame Bcero BeisiBiaeHue CLIT Bo BHYTpuyTpoOHOM MepuOAE SIBISETCS
CIIy4allHOM HAaXOJKOM, KOIJla HMCCIEIOBAHUE KAapUOTHUIIA IUIOAA IIPOBOIAUTCS II0
Kakou-1ubo apyrod mpuyuHe (Bo3pacT MaTepu U Jip.). BaXkHO OTMETUTBH, YTO B
ciyuae CHIT Bo3pacT marepu He siBisieTcs caM 1o cebe (akTopoM pHCKa.
[loBomoM nnsi M3y4eHHs] KApUOTHIIA MOTYT CIYXXUTh OOHapy>KEHHbIE MpHU
yIbTPa3BYKOBOM HCCIIEIOBaHUM Tutofa XxapakrtepHble npusHaku CLUT: kucro3nas
TUrpoMa, KOAapKTalusi aopThl, AHOMAJUH CTPOEHHUs JIEBBIX OTIEJIOB Cep/la,
Opaxuniedanusi, aHOMAJIMM CTPOSHHUS TOYEK, MHOTOBOAME, MAaJOBOJUE,
BHYTpUYTPOOHAs 3a/iepKKa pa3BUTHUs 1aoaa. Hapyiienus ropMOHaIbHOTO cTaTyca
MaTepH MPU CKPUHUHTOBOM HCCJIEJIOBAHUM IO TPEM WJIM YEThIPEM IOKa3aTelsiM
(anbdaderonporenn, XI'Y, WHruOuH A, ICTPHOJ) TaKke JAIOT OCHOBAHHE
npeanonoxute Hanmuuue CHIT y mmoga. OIHAKO €IMHCTBEHHBIM JOCTOBEPHBIM
JUAarHOCTUYECKUM KPUTEPUEM SBIISIETCS HUCCIeAOoBaHUE KapuoTuna. boiee Toro,
OpU TPEHATAIIBHO YCTAHOBJIEHHOM JMAarHo3e KapUOTUIIMPOBAHHE CIEAYET
00s13aTeIbHO TOBTOPHUTH mociie poxaeaus (D).

IInog ¢ xapuotunom 45,X ¢ BBICOKOW BEpPOATHOCTBHIO IIOJBEPraeTCs
CIIOHTAaHHOMY a0opTYy.

Onnako mon ¢ kapuoTunoM 45,X naxe NpU HaJWYMKU XapaKTEPHBIX
yIBTPa3BYKOBBIX U3MEHEHUI MOXKET 0Ka3aThCs KU3HECIIOCOOHBIM.

B GonpimHCTBE CilydyaeB nocie NpeHaTaJbHO YCTAaHOBJICHHOIO JUarHo3a oT-
JaeTcs MpeanoyTeHre NmpephiBaHui0 OepeMeHHOCTH. [103TOMYy OueHb Ba)KHO MpH
MPEHATAaJbHOM T'€HETUYECKOM KOHCYJbTHPOBAHMM YYUTHIBATH PACXOKICHUS
MEXAY LUTOIN€HETHYECKOW KApPTUHOW M XapaKTEPOM KIMHUYECKUX MPOSBIICHUMH,
YTO ONpEIENsIeT CI0KHOCTh MPOrHO3MPOBaHUS (PeHoTuna Oyaymiero peOeHka Ha
OCHOBaHUU KapHUOTUMUPOBaHUA. Tak, MOpH KIETOYHOM MO3auIIM3Me, KOTla

KapuoTHIl mpeAcTaBieH B Buae 45,X/46,XX wu 45,X/46,XY, KIMHUYECKHE
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MPOSABIIEHUS MOTYT BOOOIIE OTCYTCTBOBaTh. B Takux ciydasgX HEBO3MOMKHO
MPOTHO3UPOBATh  HAAM4YMEe B  OyaylmeM WIM  CTeNEHb  BBIPAXEHHOCTHU
HU3KOPOCJIOCTU U TIOJIOBOTO MH(AHTUIIU3MA.

Bpauun, ocymecTBiasfoOmMME NOpe- M INOCTHATAIBHOE KOHCYJIBTUPOBAHHUE,
JOJKHBI OBITH XOPOLIO OCBEAOMJIEHBI O BO3MOXXHBIX BapUaHTax IPOTHO3a,
OCJIO)KHEHUsIX, KadecTBe >ku3HM mnanueHTku ¢ CIIT, a Takke ObITh B Kypce
MOCJIEAHUX JOCTWKEHUM B JiedeHUM dToro 3aboneBanus. [IpeHaranbHOE
KOHCYJIbTUPOBAaHUE BKJIIOYaeT B cebs Oeceqy ¢ OyAyllUMU PpOAMUTENSIMH O
BapuabeIbHOCTH COMaTUYECKUX aHOMAaJuH, BBICOKOM BEPOSITHOCTH
HU3KOPOCJIOCTA W TOHAJHOM HENOCTaTOYHOCTH, & TAKXKE O BO3MOXHOCTH HX
Koppekuuu. Heobxoaumo mnomuepkHyTh, 4YTO manueHThl, ctpanatomue CILIT,

MOT'yT CTaThb 3A0POBbIMHU U IMOJIHOLCHHBIMU YJICHAMUA 06IIICCTBa.
ITocTHaTanbHas AUArHOCTHKA

VY Bcex JIeBOYEK C XapaKTePHBIMU CTUTMaMU JUCIMOpHOreHe3a He0OX0IMMO
OpOBOAUTH  KapuoTunupoBaHue. OOBIMHO € OSTOM 1IN0  TPOBOAMUTCS
uccienoBanue mnepudepuyeckux numponuToB. Bo wu3bexkaHue BO3MONKHOM
OLIMOKHA TP MO3auYHOM (OpME MOHOCOMHH KOJMYECTBO HCCIIENYEMBIX KIETOK
JIOJKHO OBITh  MOCTaTOYHBIM. OJHAKO TPH  BBIPAKEHHBIX  KIMHUYECKHUX
NPOSIBIICHUAX M OTCYTCTBUM W3MEHEHHH TMPU HCCICJOBAaHUM XPOMOCOMHOIO
Habopa B JuM@ouuTax creayeT MOBTOPUTHh KapUOTHUIUPOBAHHUE, HCIIONB3YS
apyrue Tkanu (Harmpumep, ¢pudbpodaacts) (D).

[Tpy HanMMuUUKU MPU3HAKOB BUPUIIU3AINKA WJIH OOHAPYKEHUU HEOMO3HAHHBIX
Y4aCTKOB TOJIOBOM XPOMOCOMBI (X uiu Y) HEOOXOAMMO MPOBECTU MCCIEIOBAHNE
Ha TpeAMET HaIW4YUs TEHETHYECKOro Marepuana Y-xpomocoMmbl. [lom stum
nonpasymeBaercs JIHK ruOpummuzamuss wim  ¢uiyopecuennus in - Situ, ¢
UCIOJb30BaHUEM Y- IIEHTpoMepbl W Jp. MHorna BO3HHMKaeT HEOOXOAUMOCTH
uccienoBanus Y-MaTepralia B pa3IMuHbIX TKaHAX. [[poBoAHTCS MccaenoBanne Ha
Haguue SRY rena. OgHako BeIsiBIIeHHE TeHa SRY, KOTOpBIN OTBEYaeT 3a IMOJOBYIO

nudpepeHIMpOBKY, HE SBISETCS caMo MO ce0e T0CTOBEPHBIM MapKEpPOM pa3BUTHUS
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roHago0aactomel. [loaToOMy HET HEOOXOAMMOCTH B TOTAJIBHOM CKPUHUHIE
naruedToB ¢ CIIT na SRY ren.

Hanuuue Y-xpoMocoMbl WM €€ ydacTka sBJsieTcsl (aKTOpOM pHCKa
pa3BuTug TroHagoOfacToMbl. Panee mpenmonarand, 4YTO PHUCK Pa3BUTHUSA
roHago0igacTombl  coctaBisieT okojio  30%. OCHOBBIBasACh Ha MOCIETHUX
KIIMHUYECKUX UCCIIEIOBAHUSX, CTEIICEHh PUCKA Pa3BUTHUSI TOHAI0071aCTOM CUUTAIOT
HECKOJIbKO HUXE paHee omyOJuKOBaHHOHM, oHa coctaBisieT 7-10%. Opnako, mo-
npekKHEMY, TPU BEJEGHUM TaKUX MAIMEHTOB MPEANOYTUTEIFHO TMPOBEICHUE
NPEBEHTUBHON ToOHajgekToMuHU. [Ipu oOTkKa3e mnamueHTa WM POAUTENIEH OT
NPOBEJCHUS  TOHAJICKTOMUU  HEOOXOAMMO  TIIATEJbHOE  HAOMIOJEHHUEe C
POBEJACHUEM PETYISIPHON KOHTPOJIbHOW BJAraJIMIHONW COHOTpaduu, BKIHOYAs
JIOTUIEPOBCKYI0 coHOorpaduro. [lokasanus K KapuOTHITUPOBAHUIO MPEJCTABICHBI B
tabmuie 3 (D).

Tabauua 3

IMoka3aHus K KAPHOTUTIHPOBAHUIO

BuyTpuyTpoo

Ho OOHapyXeHHBIE TpU YIbTPAa3BYKOBOM HCCIEAOBAHUU IUIOJA: KOAPKTALUA

A0PTHI, aHOMAJIUU CTPOCHHS JIEBBIX OTIIEJIOB cep/Iia, Opaxuriedansi, aHOMaIuU
CTPOCHHS TIOYEK, MHOTOBOJHUE, MAaJOBOJUE, BHYTPHYTPOOHAs 3aJepikKa
pa3BuTHs Twiona. HapymieHuss TOpMOHAIBHOTO CTaTyca MaTepu MO TPeM WA
YeThIpeM IMokazatensaM (anbda-peronporenH, XI U, HHrUOUH A, 3CTpHOIN)

Jlumparnuecknii OTEK CTON WJIM KHUCTEH TIPU POXKIECHHUH, MBI POCT
OTHOCHUTEIILHO CPOKA reCTaIliH.

HOBOpO)KIleHH OcoOeHHOCTH (beHOTI/IHa, TaKH€, KaK KOXXHBIC CKJIIQJAKH Ha IIEC, HU3KHI POCT
bl¢ BOJIOC, MUKPOT'HATUA, HU3KO IIOCAKCHHBIC YIIHBIC PAKOBUHBI U JP.

BpoxneHHbIe TOPOKH Pa3BUTHSI: KOAPKTALIMS a0PThI, aHOMAJIUH JIEBBIX OT/IEJIOB
cepaua u ap.

Ocobennoctu (enotuna 3agepxka pocra HesicHoro reHe3a Ilatonmorus

JleTcTBO
CEpJIEYHO-COCYAUCTON CUCTEMBI U JPYTHE MOPOKU Pa3BUTHS, XapaKTEpHbIE IS
CcuIr

TyGepTaTHbIii Ocobennoctu ¢enotuna Huzkuii pocT, OTCYTCTBHE BTOPHYHBIX MOJOBBIX

BO3pacT PU3HAKOB, TIEPBUYHAS WJIM BTOPHYHAS aMeHopesl Ha (JOHE PE3KO MOBBIIIEHHOTO
YPOBHS TOHAJOTPONHBIX TOPMOHOB, OTCYTCTBHUE SIMYHUKOB W HEIOPA3BUTHE
MAaTKH{ 0O JaHHEIM Y3U
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I'opmonaiabubie u3meHenust npu CHIT

I'onaporponHas pyHkuus

Ilepuunas oBapuanpHasg HegoctatouyHocTh npu CHIT compoBoxkaaeTcs
COOTBETCTBYIOLLIEH peakuuend rumnoragaMo-runopuzapHoid cuctemsl. B Hopwme
oTpulLaTeNbHas oOpaTHasl CBS3b MEXKAY T'MIOTalaMO-TUIO(PU3APHON CUCTEMOW U
roHajaMu (yHKIMOHUPYET y MJIO/Ia U B MEPBbIE MECALIbI TOCTHATAIBHOM JKU3HU.

[loBbIIEHKE YPOBHSI TOHAI0TPOIHBIX TOPMOHOB, 0COOEHHO
dommukynoctumynupytomero ropmona (OCIY), otMeueHo yxe B mepBble HEETU
#u3HM y neBouek ¢ CIIT u coxpaHsieTrcs B TeueHne noiayropa-asyx Jjer. C 2 no 5-
6 JIET OTMEYAETCS CHU)KEHUE YPOBHS T'OHAJOTPONIMHOB, UTO CBS3aHO C AKTUBALIMEN
LEHTPAJIBHOTO MEXaHW3Ma, I[IOJABJIAIOIIEr0 HUMIYJIbCHYI cexkpenuto JII'-PI
HE3aBUCUMO OT YPOBHA MOJOBBIX cTrepougoB. C 5-6 ner JOTEHMHU3UPYIOLIUN
ropmoH (JII') u ®CI" BHOBB MOBBIIIAIOTCSA U Bo3pacTaloT B 10 pa3 B myOepTaTHBIN
nepuona. Tepamus >cTporeHamMH JIMIIb YAaCTUYHO CIOCOOHA CHU3UTh YpPOBEHBb
rOHAJA0TPOIHBIX TopMOHOB (D).

B penkux cnywasx y npeBouek ¢ CLUT moxer HabOmogaThCsl cCOXpaHHas
oBapuasnibHasg (QyHkuusa. CnonrtanHsld nyOeprar npu CIIT B OonbmiMHCTBE
CIIy4yaeB HE SBIAETCS IOJHBIM U HE NPUBOJUT K HOPMAJIBHOMY U JUIUTEIBHOMY
(YHKIIMOHUPOBAHUIO SIMYHUKOB, OJHAKO W3BECTHbI CJIy4dal CHOHTAHHBIX W
NOBTOPHBIX OepemeHHOCTel W pomoB y »keHmuH ¢ CHIT. ¥V Takux OonbHBIX
YPOBEHb T'OHAJOTPOINHBIX TOPMOHOB MOXKET OBbITh HOPMAJbHBIM WJIM HEMHOIO
IIOBBIIICHHBIM, OJHAKO KIMMAaKTEPUUYECKUE W3MEHEHHUS Yy TAaKUX IalUEHTOK
HAaCTyIIAlOT 3HAYUTEIBHO paHbIIE, 4YE€M Yy 3J0pOBbIX XKeHUMH. llpu sTom

IIPOUCXOAUT ITOBBIIIEHNUE YPOBHS 'OHAJOTPOIIUHOB.
Comarorponnasi pyHkumus

HccnenoBanne ctumynupoBaHHoi cexperuu [P (Ha mpobax ¢ knodennnom,
WHCYJIMHOM U Jp.) MPOJASMOHCTPUPOBAIH JIMOO aJleKBaTHBIN BeIOpoc I'P B oTBeT Ha
CTUMYJISIUIO, JTU00 OJIM3KHI K HOpMaJIbHBIM TMOKa3aTeasiM. CHUKEHUE CeKpeluu

I'P y neBouek ¢ CIIT B Bo3pacTe AOMAKHOIO, HO HE HACTyNUBIIEro myodeprara,
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00yCIJIOBJIEHO TUIOACTPOre€HUEN U KOMIIEHCUPYETCS ITPU 3aMECTUTEIbHOMN Tepanuu
HU3KHMH J103aMH 3cTporeHoB (D).

VY neBouek ¢ CIUT obHapyxeH CHMXEHHBbIA ypoBeHb WDP-1, koTopbIii
HEOOXOIUM JJI OCYIIECTBIeHUs mepudepuueckoro sddexra ropMoHa pocra.
IlokazaHo, 4YTO Tepamus HU3KHUMHU J03aMU OCTPOT€HOB YBEJIMYHMBAET YPOBEHH
N®OP-1 B KpoBH 3I0pPOBBIX JE€BOYEK, TOTAA KAK BBICOKHE 03Bl 3CTPOTEHOB,
HaIpOTUB, CHWXKaIOT ypoBeHb DP-1.

Panee npennonaranoce Hammuue npu CIIT yacTHUHON PE3UCTEHTHOCTH K

I'P u UOP-1. OnHako 310 TpeOyeT NalbHEHIIETro N3yUeHHUs.
Tupeorponnasi pyHkums

I[Ipu CIIT ormedaeTcss MOBBIIIEHUE YACTOTHI TaKWUX 3a00J€BaHUM, Kak
TAPEOUIUT XalIUMOTO, THUIOTUPEO3, THUIMEPTUPEO3. AHTUTENA K TKaHIM
IIUTOBUAHON xkene3bl HaxodsaT y 60% pereir ¢ CIIT, omHako KIMHUYECKHE
IpOSIBJICHUST 3a00JICBAaHUS BCTpPEUAIOTCS Tropa3fno pexe (rumotupeos B 4%
ciaydaeB). IIpu Hammuum u30-X-XpOMOCOMBI PUCK ayTOMMYHHOI'O TMOPAKEHUS

IIMUTOBUIHOM skesie3bl moBeimaetcs (D).

JAnddepeHunajbHbIH TUATHO3

Otnensubie  cumnroMbl CIIT Moryr BcTpedaTbCsi MNpU  MHOXKECTBE
pPa3IMYHBIX COCTOSHUM W 3a00JIeBaHMM, HO OIlEHKa KIWHWYECKOHW KapTUHBI B
11€JI0OM OOBIYHO TIOMOTAET MPABUILHO YCTAHOBUTH JUATHO3.

OpHako CyIIECTBYeT TE€HETHYECKOE 3a00JIeBaHHE, CHUMITOMBI KOTOPOTO
cxonubl ¢ CIIT. Dto 3aboneBaHue HOCUT Ha3BaHUE cUHApoMa HyHaH mo umeHu
aBTOpa, BIIEPBHIE €r0 OMUCABIICH.

Cunnpom Hynan - 3a0oneBanue, nmeromiee GpeHorunuyeckue yeptbl CIIT
U HOPMAJIbHBI HA0Op MOJIOBBIX XpOMOCOM. HacToTa BCTPEUYaeMOCTH CHHJIpOMA
nocturaer 1:8000 HOBOPOXKIEHHBIX JAeTel oOoero rmoja. 3a0ojeBaHUE HMEET
ayTOCOMHO-JOMUHAHTHBIM THUIl HACIEJOBAHMS WM BCTPEUACTCA CIIOPATUYECKH U

O6YCJ'IOBJ'ICHO BKCHpeCCHeﬁ IaTOJIOIr'M4CCKOro reéHa, JIOKaJIn30BaHHOI'O Ha AJIMHHOM
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miede 12-i XpoMOCOMBI.

HuskopocnocTe TUMWYHA AN AAaHHOTO 3a00JIeBaHMS, W KOHEUHBIM POCT
MAIMEHTOB HE JOCTHTaeT 3-U mepueHTwIn. [lomoBas U penpoayKkTuBHAS (QYHKITHS
y JKEHIIIUH CTPaJacT He3HAYUTEIIBHO, XOTs IMyOepTaT, KaK MpaBujo, 3aJepkad. Y
MaJbYMKOB YaCTO UMEETCS KPUIITOPXU3M, THUIIOTUIA3HUS TECTHKYI. B mybepraTHOM
BO3pAcCTe BBISBIISCTCS THUIIEPTOHAIOTPOIHBIN THUIIOTOHAIU3M. Y OOJBITWHCTBA
B3POCIIBIX MYKYUH (EepTIIIBHOCTD HapyIeHa. Bee maruenTs! ¢ cuaapoMomM HyHan
UMEIOT BBIPAKEHHBIC CHUMIITOMBI JUCOMOpUOTEeHe3a. TumuuHbl (DarraabHbIS
AHOMAJIMW: TITO3, HU3KOE PACIIOJIOKEHHUE TJA3HBIX S0JIOK, aHTUMOHTOJIOWTHBIN
paspe3 riias.

B03MOXHBI U Apyrue TepHEPONOAO0OHbIC M3MCHCHHUS: aHOMAJIUU TPYIUHBI,
YKOPOYCHHE IIIeH, KPBUIOBHJHBIC CKJIaJKu 1Ien. Hawbonee cepbe3HBIMU
NPOSIBIICHUSIMH CHHJIpoMa HyHaH SBIISIOTCS KapUOBACKYJISIpPHBIC HApPYIICHHUS, HO
B otimune ot CIHIT mopaxkarotcst mpaBblie oTAeNbl cepana. JuddepeHiumanpHas
muarnoctuka ¢ CLLIT ocHoBaHa Ha ompeeIeHUN KapruOTHIIA.

Koneunsli pocT MaiabunkoB okoyio 160,0-162,0 cm, neBoyek - 150-152 cm.
Y 50% mnanueHTOB OTMeYaeTcs 3aJepkKa yMCTBEHHOTO paszButTus. Cekperus
TrOpMOHa POCTa HE HapyllleHa

B tabaune 4 npuBoasTcs ocHOBHBIE au(depeHINATBHO-THATHOCTUYECKIE
npusHaky, otinyaromre CIIT ot cunapoma Hynan (D).

Tabauua 4
JAnddepennuanbuo-quarnocTudeckue oranuust cuuapoma lllepemesckoro-Tepuepa u
cunapoma Hynan

IIpusnax Cunpapom lllepemeBckoro-Tepuepa Cunapom Hynan

Buemnuii Buj Tunuunerit U1 cuHapoma O4eHb MOX0X Ha  CHHJIPOM
[IlepemeBckoro-TepHepa [MlepemeBckoro-TepHepa

IHopoku cepaua Ilopokn neBbIx oTHENOB cepaua, llopoku mpaBeIX OTAENOB cepaua,
CTEHO3 a0PThI CTEHO3 JIETOYHOU apTepuu

YMcTBEeHHOE OObIYHO HOpMaTbHOE Hapymeno y 40% 6051bHBIX

pa3BuTHE

JJimmHa Tena npu MeHbl11€ HOPMBI Hopmanbnas

POKACHUHU

KoneuHnslii poct CHuxeH CHuxkeH B 50% ciydaes

I'onaabt Jlucrenesus ronaj OObIYHO HOpPMAJIbHBIE

IHon Kencknuit My>KCKOM U )KEHCKUHI

Kapuorun Wsmenen (45X wm  gpyrue HopmanbHblii
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BapHaHTBHI)
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5. Meaqunuuckoe oocaenosanue 00abHbIX ¢ CHIT

Knunundeckoe pazHooOpasue cuMntoMoB, xapaktepubix st CILIT tpebyer
WHTETpalii Bpaued pas3MyHbIX CHEIUAIBHOCTEH C 1EJIbI0 MaKCUMaJIbHOTO

yIy4YIlIEHUs KaueCTBa KU3HU OOJIbHBIX.
IlepBuuHoe 00ciIen0BaHUE

Ha ocHoBanum xano0, [JaHHBIX aHaMHe3a, TUIHYHOM KIMHUYECKOMH
CUMIITOMAaTUKA MOXXHO TIPEAMNOJIOKUTh Haiauuue y nanHo OonbHou CIIT.
OnHako [OMarHo3 MOXHO CUHATATh YCTAHOBJICHHBIM TOJBKO IO pe3yJbTaTaM
kapuomunuposanus (cmotpu Boitie) (D).

[TatimeHTamMm ¢ BOEPBbIE  BBISIBICHHBIM  JIMATHO30M  IIPOBOJAMUTCS
oOclieloBaHNe, HANpPABICHHOE Ha OIICHKY CTETEHU BBIPAXECHHOCTH aHOMAJIUH,
XapaKTEePHBIX JIJIs1 TAHHOTO 3a00JIeBaHUS.

Anmponomempusn

Pocr

Hns xaxnmoro pebdenka ¢ CIIT mnocrme wu3MepeHHs pocTta co3gaeTcs
WHJUBUJyalIbHAs KpuBasi pocTta (UCMOJIb3yd CIHEIHUAIbHbIE TEePLEHTUIbHBIC
kpuBble misa OonpHbIX CIHIT. Ha manHyi0 KpUBYIO BHOCSTCS BCE HMEIOIIHECS
MOKa3aTeJIM pOCTa MO roJlaM C MOMEHTa POXKIACHUS.

Bec

HyxHo oOpaTuTh BHHMMaHHWE Ha BeC IMAIlMEHTKH, B Ciydae HaJUdus
M30BITOYHOTO Beca HA3HAYNUTHh COOTBETCTBYIOIIYIO JIUCTY.

Yavmpas3zeykoeoe oocneoosanue:

YapTpa3ByKkoBOE 00CII€IOBAaHIE OPTraHOB MaJjIoro Tasza, OPIOIIHON MMOJIOCTH H
3a0pIOMIMHHOTO  MPOCTPAHCTBA  IO3BOJISET BBIABUTH aHOMAJIMH  Pa3BUTHSA
BHYTPEHHUX OpraHoB (TMOYKH, TE€YEHb, CEJIe3€HKA), THIOIUIa3WI0 WA alljla3uio
SIMYHHUKOB.

Penmezenonozuueckoe oocnedosanue

OmnpeaeneHrne KOCTHOrO BO3pacTa
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HccrnenoBaHue KOCTHOTO — BO3pacTa HMMEET BaKHOE 3HAYCHUE IS
KOMIUICKCHOW OIIGHKH POCTa W IMPOTHO3¢ KOHEYHOro pocrta. s ompenencHus
KOCTHOTO BO3pacTa B MOCJIEJHHE TOJIbl BCE OOJNbIIee MPEANOYTCHHE OTHACTCS
metony ['peitnuxa-Ilaitna (Greulich & Pyle, 1959). Ouenka Begercs 10
pPEHTreHOrpaMMe JIEBOW KHUCTH OOJNBHOHM ¢  JIyde3alsICTHBIM — CYCTABOM.
OrmpeziesieHre KOCTHOTO BO3pacTa IMPOU3BOIUTCS 110 aTiacy MyTeM COIMOCTaBICHHUS
¢ (dororpadpusMu U OMHUCAHUSAMHU PEHTTCHOIPAMM, KOTOPBIC B OIPECICHHBIC
BO3pACTHBIC MEPUOBI PA3TMUYAOTCS HE TOJILKO KOJMUYECTBOM SIIEP OKOCTCHEHHUS,
HO ¥ MX pa3MepaMH W B3aUMHBIM pacroyioxkenueM. Y 6ombubix ¢ CIIT pasuwuia
MEK/Ty MAaCIIOPTHBIM BO3PACTOM M KOCTHBIM cOCTaBisieT 1-2 roa.

PenTreHosoruyeckoe MCciae0BaHue KOCTEH CKeleTa

PentreHonornueckoe  HMCClEeIOBaHME KOCTEM  ckelera  HEoOXOAMMO
OPOBOJIUTh TOJBKO B CIy4a€ HAJIMYMUS COOTBETCTBYIOIIMX KIMHUYECKHX
CUMIITOMOB aHomanuil ckeneta. Y aeodyek ¢ CIIT moBellieH pUCK BpOKIECHHON
AUCIUIa3Uu Ta3o0enpeHHoro cycrtaBa, y 10% aeBouek B MOAPOCTKOBOM BO3pacTe
pPa3BUBAETCS CKOJIHNO3.

I'opmonanvnoe oocnedosanue

Onenka cexpernu CTT

I'opMmonaneHass nauarHoctuka neduiura ['P mpoBoauTCs TOIBKO y TeX
6onbHBIX ¢ CHIT, pocT KOTOPBIX OKa3bIBACTCS HUXKE S-TIEPIEHTUIBHOW KPUBOU
g nesouek ¢ CIIT

I[Ipu sroM opHOKpaTtHOe onpenenenne [P B KpoBM He wuMmeer
JTAArHOCTUYECKOTO 3HAYEHHUs, T.K. 3MU30JUYECCKUN Xapaktep cekpeuuu [P He
HCKJIIOYAET BO3MOXKHOCTH TOJIYYEHHUs KpaliHe HU3KUX Oa3alibHbIX €ro 3HAYEHUU
JaXe y 340poBbIX AeTed. B c¢Bsa3u ¢ satum wucnonb3yrorcs ['P-ctumynupyromue
TecThl U onpeneneane UOP-1 B cbIBOPOTKE KPOBH.

B kiamHWYeckoW mpakTHKe HaWOOJIee dYacTO HCIOIB3YIOTCS MPOOBI ¢
WHCYJTUHOM, KiodenuHoM, L-momna (Tabmuma 5).

Comamomponnas HeO00CmMamo4yHOCmb ouazHocmupyemcs, ecau

Makcumanwvholll 8viopoc I'P na gpone cmumynayuu menee 10 ne/mi.
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Bce crumynsanmonHple MpoOBI MPOBOASATCS yTpoMm Haromak. llepen
MIPOBEICHUEM MpPOOBl B BEHY YCTAaHABIMBAIOT WINYy-0a00UKy WM KaTeTep.
[lepuoamunocTh 3a00pa MPoO KPOBU B MUHYTAX MPH Pa3INYHBIX TECTaX pa3iuvHA

U IIpe/icTaBlieHa B Tabnuiie 5.

Tabnuya 5
CTI'-cTumyupyromue npoobl
Crumyasinmonnas Jloza u MeroJ BBe/leHUs! Bpemss  3a6opa Ilo0ounble 3¢ dexTnI
npoda npood KPOBH
(MuH)
Hucynun (kopor- 0,1E]Jl/kr, BHyTpHBEHHO 0, 15, 30, 45, 60, I'mnorkemMus
KOT0 JelcTBHs) CTPYHHO 90, 120
Knodeaun 0,15 Mr/mM?, BHYTpB 0, 30, 60, 90, 120 CHuxeHwHe
(KJIOHMAUH) apTEepHATBHOTO
JTABJICHUS, COHJIU-
BOCTb, OpaguKapaus
L-nona (siesogoda) 125 mr ecnm Bec < 15 kr 0, 45, 60, 90, 120, Psora, TOIITHOTA,
250 wmr, eciii Bec oT 15 10 35 kv 150 roJIOBHAs 00JIb

500 wmr, ecu Bec > 35 KT, BHYTpb

IIpo0y ¢ MHCYJIMHOM H€06XOJII/IMO ITPOBOJAMUTL C 0O0IBIION OCTOPOKHOCTBIO

B CTallUOHApe, B NPUCYTCTBMU Bpaua. lIpoTuBOMOKazaHWeM sl MPOBEACHUS
npoObl SBIIAETCS HU3KUN ypOBEHb TJIMKeMHH HaTomak (menee 3,0 MMOJIB/J),
HAJIMOYEYHasi HEJOCTATOYHOCTh C HHU3KUM &8-4aCOBBIM YPOBHEM KOPTH30Jia B
kpoBu (MeHee 140 HMOIIB/T), a TaKKe HAJTUYKME B aHAMHE3€ Y peOCHKA SIUIICTICUH.

NHcynuH KOPOTKOTO NEUCTBUS BBOASIT BHYTpuUBEeHHO B no3e 0,1 En/kr
Macchl Teiia. 3a00p BEHO3HOW KPOBHU IMPOM3BOAAT IO BHYTPHUBEHHOI'O BBEIACHUS
uHcynuHa u gepes 15, 30, 45, 60, 90, u 120 mun. B xaxxmom o6pasiie onpenesnsoT
ypoBeHb ['P.

I'maBHOE ycoBHE MPOOBI COCTOUT B 0053aTCIIPHOM CHH)KCHHH TITUKEMHUHU HA
50% u Oonee 1Mo cpaBHEHHWIO ¢ 0a3albHBIM YPOBHEM (WM HIDKE 2,2 MMOJIB/I).
Haunbonbiee majgeHue TIIMKEMHH OTMEYaeTcsl O0ObIYHO uepe3 15-30 mMmH. mocie
BBEJICHUS HWHCYJIWHA. B 9TO BpemMs OTMEUarOTCs KIMHUYECKUE TMPOSBICHUS
TUTIOTJIMKEMHUU B BUJE MOTJIMBOCTH, TaXUKApAUHU, YyBCTBA royoja, ciadoctu. [lpu
MOSIBJICHUA CHUMIITOMOB TSDKEJIOM TUMNOTJIUKeMHH (TIOMpayeHHEe CO3HaHUS,
CyZIOporu) MpoOy HEMEUICHHO TPEPHIBAIOT BHYTPHBEHHBIM BBeneHHeM 40%

II0KO3bI (5-10 mi).
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IIpo6a ¢ kjJ0(eJUHOM BEIET K CHWXCHHUIO apTEpUAIbHOrO JaBJIEHUSA,

BSUIOCTH, Opaaukapauu. B cBsi3u ¢ 3TUM HEOOXOJUM MOHMTOPUHT apTePUATBHOTO
JIABJICHUSI U YACTOThI CEPACUYHBIX COKpAIIECHUN B KaXKJIOM TOUKe 3a00pa KpOBU U
KaKk MUHMUMYM B TE€Ue€HHE 3 4YacoB mocyie BBeJeHus kinodenuHa. B ciyuae
3HAYUTENILHOTO CHW)KEHUS apTEepPUaJbHOTO JaBJIEHHUS IOCIE MNPOOBI BBOJMUTCS
Ko(herH MOAK0KHO WIIM TUJIPOKOPTU30H BHYTPUMBIIIIEYHO B BO3PACTHBIX J03aX.

OnpeaejgeHue THPEOWITHLIX TOPMOHOB

OuenuBaercs yposenb TTT, cB. T4, Ttak kak y 10-30% manuentox ¢ CIUT
pPa3BUBAETCS TUIIOTHPEO3.

Onpeneaenne JII' u ®CI'

JI', ®CI' onpenensitorcss B 13-14 jer mepen HayaaoM 3aMECTUTEIbHOMN
ACTPOTreHOTEpAIuM, YTOOBl HCKIIOUUTH HAyajlo pPa3BUTHUS CaAMOCTOSITEIBLHOTO
nyOepTara.

KoHTpPOJIL INITMKEMHA N

B nerckom Bo3pacte HapylleHHE TOJEPAHTHOCTH K TIIIOKO3€ y OOJBHBIX C
CHIT Bctpeuaetcs HewacTo. Kontpons rimukemuun, CI'TT HeoOXxoaum y OOJIBHBIX
C O’)KMpPEHHEM, TIEPE] TEPANUEN TOPMOHOM POCTA, OKCAHAPOIOHOM.

Koucynomauua kapouonoca u ucciedosanue cepoeyHO-cOCYOUCHOU
cucmemwt. J1o 60% naurentok ¢ CILIT umeroT naToiaoruio cepaeuHo-CoOCyAUCTOM
cucteMbl. B 30% ciyuaeB BCTpeyarOTCs BpOXKICHHBIE MOPOKU cep.ua.
[Ipeo6nanaroT cpenu HUX KOAPKTALUS a0PThI M MOPOK OMKYCHUIATBHOIO KilanaHa.
B ocTtanpHBIX ciiydasx OTMeEYaroTcs (YHKIMOHAJIbHBIE HApYIICHUS CEpIIEYHO-
COCYJIUCTOM CHUCTEMBI - apTepHalibHas TUNEPTEH3Us, MNPOJANC MHUTPAIBLHOTO
kiamana. [IpoBoauTcss H3MEpeHHE apTEepUalbHOrO JAAaBICHUS Ha BEPXHUX U
HUKHUX KOHEYHOCTSIX, ayCKYJIbTAlUS CEpJilla, peHTreHorpadust rpyaIHON KIETKH,
OKT', ynbpTpa3ByKoBO€ HCCIIEIOBAaHUE cepala u cocynoB. [Ipu 3adukcupoBaHHOM
noBeIeHur AJl TpOBOAUTCS CYTOYHOE€ MOHUTOpUpOBaHue A/I.

Koncynomayua zunexkonoza y mnamueHToK crapme 13-14 ner, mepen
HayajaoM 3CTPOreHOTEepaIu.

KOHchlbmal{u}l OKyJiucma C OIPCACIICHUCM OCTPOTEHI 3pCHUA. Y ITIAIIMCHTOK
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¢ CHLIT yacto Habmomaercs MTO3, AMUKAHT M CTPAOU3M, a TaKkKe HapyIICHHS
3peHHs B BUJI€ aMOJIMONUK U TUTIEPMETPOITHUH.

Koncynomayusa omonapunzonoza ¢ onpeneireHueM ocTpoTbl ciyxa: 30-
50% OOJBHBIX MMEIOT HapylIeHUs clyXa B BHUAE MPOrPEeCcCUpYIOIIeH
HEUPOCEHCOPHOMN WY KOHAYKTUBHOU TYTOYXOCTH.

Koncynomayusa opmooonma B 8-10 ner: MalieHbKass HUXKHSAS YEIIOCTh U
pPETPOTHATU3M MOTYT BECTH K HEMOJIHOMY CMBIKaHHUIO 3yOOB U JPYTrUM aHOMAJIHUSIM
3yOHOTO psija.

Koncynemayua ncuxonoza: npu NEPBOM IOCELIIEHUH IICUXOJOT JIOJKEH
IOMOYb NALUEHTKE U €€ CEMBE CIIPABUTHCS C U3BECTUEM O HAIIMYHUE XPOMOCOMHOM
aHOMaJuM U €€ TNOocIeACTBUU. B nmanmpHelileM KOHCyJbTallMs IICHXO0JIOTra
HeoOxoauma st mpenoTBpamieHus xapaktepHblx st CIIT mcuxomormueckux
npoOJieM, CBSI3aHHBIX C HU3KUM POCTOM, OCOOCHHOCTSIMU BHEIITHOCTH U 33JICPIKKOU
MI0JIOBOT'O Pa3BUTHSI.

Koncynomauuu epaueii opyeux cneyuansnocmen (Hedpoiora, opronena,
Jorornena, IMIACTHYECKOTO XUpypra U T. J) B 3aBHCUMOCTH OT BBISIBICHHBIX
3a001eBaHUI ¥ TOPOKOB Pa3BUTHUS

[IpoBoasTcs TaKke cmanoapmmbwle KIUHUKO-1a00pamopHble
UCC/1€006AHUA.

I'enernueckoe xkoucyabTHpoBaHue aeBymek ¢ CIHIT u ux poauTeseii.
BepositHocTh nosiBneHust B cembe BToporo pedenka ¢ CILUT Bbicoka npu Hanuuuu
TPaHCIOKaUU X-XpOMOCOMBI Y OJTHOTO U3 POAUTENEH, B OCTAJIbHBIX CIydasix OHA
Takas ke, Kak B 00IIel MOMmyJIsIuu.

[[lupokoe pa3BUTHE METOJOB 3SKCTPAKOPIIOPAIBHOIO OILUIOAOTBOPECHUS
no3Bossitor  skeHiuHe ¢ CHIT  BeiHammBaTh OEPEMEHHOCTh U POXKATh
(KCTPOKOPIOpAILHOE OIUIOIOTBOPEeHUE yaaeTcs npousBecTd 50-60% KEHIUH C
CIIT, obpaTuBmmxcs B CrieMaTU3UPOBAHHBIC IEHTPHI). J[J1s 1eBOUYEK, UMEIOIINX
CIIOHTAHHBIN, HO KPATKOBPEMEHHBIN NEPUOJ OBAPUAIBHON AKTUBHOCTH, BO3MOXKHA
KPHOKOHCEPBALIHS OOLMTOB C MOCIEAYIOIIUM UX OIUIOJOTBOPEHUEM M BHEIPEHUEM

B 9HJIOMETPHUH MAIMEHTKH, JKEJIAole MMeTh peOeHKa.
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BepositHOCTE poskaeHus 601pHOT0 pedenka y sxeniuunbl ¢ CIIT Beimie, yem
y 3I0POBBIX JKCHIIMH M 3aBHCUT OT KOHKPETHOIO BapHaHTa XPOMOCOMHOM
aHOMAJIMU y TAI[HEHTKHA. BBICOKA BEPOSITHOCTh POXKACHUSA PeOCHKA C CHHAPOMOM
Jayna, spina bifida, mopoxamu cepama. B momoOHBIX ciydasx HEOOXOIMMO

npeaABApUTCIIBHOC TCHETUUCCKOC TCCTUPOBAHMC 3M6pI/IOHa.
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6. JleueHue

OcHoBHbIMH 3a7auaMu  JiedyeHus OonpHbix ¢ CIHIT B ngerckom wu
MOJPOCTKOBOM BO3PACTE SIBIISIOTCS CIEAYIOIINE:

* YBEIIMYEHUE KOHEYHOTO POCTA;

* (dopmMuUpOBaHHE BTOPUYHBIX TIOJIOBBIX MPU3HAKOB M YCTAHOBJICHUE
PETYJISIPHOTO MEHCTPYAJIbHOTO 1IUKIIA;

* KOPPEKIIMs MOPOKOB Pa3BUTHSI, JICUCHHE COMMYTCTBYIONIUX 3a00JICBAHUI;

* mpouITaKTUKA OCTEONOPO3a.
Jleuenue nuzkopocaocmu npu CIIT npenapamamu pekomounanmuozo I'P

Ha cerogusmnuii nens sedenue HP mpu CIIT Bkirouaer nmpuMeHEHHE
pekomOunantHoro I'P (pI'P), monydeHHOro ¢ HCHOJb30BAaHUEM TEXHOJOTHUU
pekomOunanTHoit JIHK. J[lanHoe 3a0oneBaHue sBIseTCs Hanbojee YacThIM
nokazanueM K tepanuu pI'P (mo nanueiM mexayHapoaHoro uccinenosanus KIGS B
1996 r.,0x0m0 15% mnamueHToB, HyxXAaromuxcs B Tepanuu pl'P — neBouku ¢
CHIT). B Poccunm B Hacrosdinee BpeMs 3aperucTpupoBaHbl mpenapatbl pl'P
Heckonbkux ¢upm: Hopautporiua Novo Nordisk), I'enorponun (Phiser),
Xymatpon (Eli Lilly), Caiizen (Merck Serono), Pacran (YdaBura). OnbiT
npuMeHeHust pI'P B MeXayHapoAHOW MpakTUKE 3a MocjeaHue 15 jeT mo3BoJseT
CUMTATh 3TOT BHJ TEPalMUd METOIOM BbIOOpa JUIst JiedeHust Hu3kopocioctu (HP)
npu CIIT. CoBpemennas meroauka npuMmenenus: pI'P uenoseka nns neyenuss HP
yaeBouek ¢ CIIT pexkoMeHAyeT CIENYIOIIYI0 CXEMy TEepanuu: €KeIHEBHOE
MOJIKO’KHOE BBeJleHHe B BeuepHue dachl (20-22.00) B mo3e 0,05 Mr/kr/cyT

Tepanuto pl'P mnpekpamaroT, KoOrjga KOCTHBIM BO3pPacT IAIMEHTKHU
CTaHOBHTCS paBeH 15 rogam, a CKOPOCTh pOCTa MaAAET 0 2 CM/TOJT

Henvto neuenuss pI'P mpu CIIT sBiasercs crumynsiuuss pocTta CBEpX
FEHETHYECKOr0 MOTeHIHana. Yem NpoJOoDKUTENIbHEE POCTCTUMYIIHMPYIOLIEEe
JeYeHue B MpenyOepTaTHhIM MEepUoJl, TEM BbIIIE KOHEUHBIH pocT. OTMmedaroTcs
VH/IMBU1YaJbHbIE OTINYUS B YyBCTBUTEIBHOCTU K POCTCTUMYJIMPYIOIIEH TEpanuu

B 3aBHUCHUMOCTH OT TaKHX q)aKTOPOB, KaK CTCIICHb OTCTaBaHUA B POCTC HAa MOMCHT
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Hayaja Tepamnuu, 1eJeBOM pocT (OCHOBaHHBIN Ha MOKAa3aTeIsX pOCTa POJIUTENEH),
BO3paCT Ha MOMEHT Hayajga Tepanuu, JIUTEIbHOCTh Tepanuu. J[laHHbIE
MHOTOYMCJICHHBIX HMCCIEAOBAHUN IOKAa3bIBAKOT, 4yTO Ha3HaueHue pl'P BbI3bIBacT
YBEJIIMUEHUE CKOPOCTH POCTa M 3HAUYUTEIBHO YJIYUIIAET POCTOBOM MporHos. Ilpu
JUIMTEILHOM Tepanmuu B TEUEHHE INEPBOrO Troja HAOMI0AI0Ch YBEIHMUYCHUE
CKOPOCTH POCTa B CpeAHEM JI0 7 CM/TOJI, Ha 2-M TOJy — IOYTH Ha 6 cM/TOd U B
Te4eHue 3-To rojla — 5 CM/TOJI, UTO OCTAETCs BBIIIE, YEM Y HEJIEYEHHBIX OOJIbHBIX
.Koneuynass mpubGaBka B pocTe, ompeneisemMas KakK pa3HHUIIA MEXKIYy KOHEUHBIM
POCTOM M MPOTHO3UPYEMBIM POCTOM JI0 Hayaja Tepanuu, MO JaHHBIM Pa3HBIX
aBTOPOB, COCTABIISIET OT 3,5 10 9 cM, a UHIMBUYyaJIbHbIE TTOKa3aTen — OT 4,7 10
21 cMm Ipu cBOEBpeMEHHO HAYAaTOM JICUCHUU B aJICKBATHOM PEXKHME JI03UPOBAHUS
W BBeaeHus  mpemnapatroB [P,  ucnonbp3oBaHMM — ONTHUMU3UPOBAHHOMN
ACTPOTCHOTEpPANMM  YAAETCS JOCTOBEPHO YBEJIMYUTHh KOHEUHBIM POCT 10
JOCTHXKEHUST 5-TO MEPLEHTUIS TTOMYJISIIUU 30POBbIX JKeHIIUH. [Ipu mpoBeaeHun
POCTCTUMYJIMpYIOIIEH  Tepanmuu  HEOOXOJUM  MOHUTOPUHT Yy  Ieauarpa-
SHJIOKpUHOJIOTa Kaxabie 6 mecsies (D).
Hnoykuyusa nyoepmama

Llenpro 3CTPOreH3aMeCTUTENBHON TEpaIuu SBISETCI MAKCUMAJIbHO IOJIHAs
UMUTALMSI HOPMAJIBHOTO TIOJIOBOIO pa3BUTHS. Y 3I0pOBBIX JAEBOYEK HAYaJo
pa3BUTHSI MOJIOYHBIX >Kelie3 (Tenapxe) Hactymaer B Bo3pacte 10,5+2 ropa.
[Ipomiecc moJIOBOrO CO3pEeBaHUs HAYMHAETCS C TEJapXe U 3aBEpIIAETCS NEPBOI
MEHCTpYaJIbHOM peakuueil (MeHapxe) W mpojoimkaercss okono 2,5 net. Ilpouece
MOJIOBOTO Pa3BUTHUS OLICHUBAETCS IO CTAIUSIM Pa3BUTUS MOJIOUHBIX JKEJe3 IO
TaHHepy U ynbTPa3ByKOBOM KapTMHE M3MEHEHUN MAaTKU U SIMYHUKOB. /[0 Hayana
ACTPOreHOTEPANd HEOOXOAUMO MPOBECTU UCCIIEA0OBAHUE YPOBHS TOHAOTPOIHBIX
TOPMOHOB, YTOOBI YOEIUTHCSI B OTCYTCTBUU BO3MOYKHOI'O CIIOHTAHHOTO MyOepTaTa.
Boicokune mokazatenyd TOHaJOTPONMHOB MO3BOJISIIOT HAa3HA4aTh 3aMECTUTEIIbHYIO
Tepanuio cTtporeHamu . [lpy monydeHMM  HOpPMaJbHBIX  IOKa3aTesei
motenHusupyromero ropmoHa (JIIN) wm  ®CI'  HeoOXoAMMO  MPOBOJIUTH

YIAbBTPA3BYKOBOC HCCICAOBAHHC MATKHM MW SAHNYHHKOB. HpI/I 9TOM HCO6XOI[I/IMO
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YUYUTHIBATh J10303aBUCUMOE (B HU3KHX J103aX — CTUMYJIHUPYIOIIEE, @ B BBICOKUX —
TOpMO3silee) JeUCTBUE ACTPOTEHOB Ha cOo3peBaHue ckenera. Ha gaHHBINT MOMEHT
MIPECTABISECTCS HEIleJIECOOOPa3HbIM OTKJIAbIBATh MHIYKIIMIO TyOepTaTa, Tak Kak
ATO HETaTUBHO BJIUSET Ha MCHUXOCOIMAIbHOE CTAHOBJICHUE, a TaK)Ke Ha KOCTHYIO
CUCTEMY U JIpyTMe€ acleKThl 370pOBbSl MAIMEHTOK. Y CTAHOBIEHO, UYTO
3aMEeCTUTENIbHAsl Tepanusl 3CTPAaJUOJIOM C 12 JeT He OKa3bIBaeT HEraTHBHOIO
BIIUSIHMS HA KOHEUYHBIM pPOCT mauuMeHTOK npu JiedeHuu pI'P . Hwuskue no3el
ACTPOT€HOB MOTYT MpuUMEHsAThCa ¢ 12 ner. Kpome nmepopanbHbiX (OpM, MOTYT
OBITh KCMOJIB30BAHBI TPaHCAEPMabHBIE ICTPOTEHBI, a TaKXke Aeno-(GopMbl Kak
Oosiee (QusnonornyHas anbTepHaTuBa. HawanpHast no3a cocramiser 1/10 (0,2
mr)wm 1/8 (0,25 Mr) ot B3pocioi m03bl (2 Mr) 3CTpaauoiia,c MOCTETIEHHBIM
yBelIn4YeHreM 1036l B Teuenue 2 et (D).

3aTeM HaYMHAETCS MPUEM J103, IKBHUBAJICHTHBIX J103aM y MOJIOJIBIX JKCHIINH
(2 mr actpaguona B cyt, 0,1Mr TpaHcimepMallbHOrO 3CTpajuojia B CyT Wiu 2,5
MI/MEC JCTpajuoyia JIUMPONHOHATA JJisi BHYTPUMBIIIEYHOTO BBeneHus). Jis
HOpPMAJILHOTO Pa3BUTHSI MATKM M MOJIOUHBIX JKEJIE3 CUMTAETCS IEeIecOo00pa3HbIM
NOJKJIIOYEHHE TMPOTeCTEPOHA HE paHee, 4YeM uepe3 2 ToJa OT Hayaja
ACTPOr€HOTEPANlMA WM [0 Haydajla JOCTHXKEHUS MeHcTpyauuid. CUHTETUYECKHE
OpaJibHbIE KOHTPAUENTHUBbl HE PEKOMEHJOBAHbI, TAK KAK OHU COJIEPkKAT BBICOKUE
J03bl CUHTETUYECKUX 3CTPOT€HOB, @ CUHTETUYECKHE MPOTECTHUHBI MPENSATCTBYIOT
HOPMAaJIbHOMY Pa3BUTHIO 10J0BBIX opranos (D).
Koppexkuyusa enewnux anomanuii

[IpoBoguTCST TONBKO B CiIy4ae 3HAYMMOTO KOCMETHYECKOTo medeKTa
(KpBUIOBUIHBIC CKIAJKHU II€H) WK MIPU HApyIIeHUH (QYHKIMKA OpraHa (Hampumep,
BBIPKEHHBIN NMT03). Hy’KHO MOMHUTH O MPEApacoioRKEHHOCTH K 00pa30BaHUIO
kenouaHeix pyoroB mpu CHIT . Hexortopwie neBouku ¢ CIIT ckiaoHHBI K
pazButuio oxupenus. bonbasie CLIT HaxopsTcsa B rpymnmne pucka Mo pa3BUTHUIO
AT’ u caxaproro amabera, a O)KHpEHUE JIeTaeT pa3BUTHE ITUX 3a0oeBaHuil Oomee
BeposiTHBIM. K TOMy ke M30BITOUYHBIH BEC B COYETAHUU C HUZKUM POCTOM U

AUCINIACTUYHBIMHA 4YCpTaMH JIMlia U (I)I/Il“ypbl MOXXCET CO3JaBaTb AOIIOJHUTCIBHBIC
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MICUXOJIOTHYECKUE TPyAHOCTH. [I0aTOMy HE0OXOIUMO KOPPEKTUPOBATH MPHUBBIYKU
MUTAaHUS ¥ BECTU aKTHBHBIA 00pa3 >kxu3HU. [Ipr HEOOXOAMMOCTH y MAIMEHTOK C
CHLIT npoBogutcst xkoppekuust A/l, yrnmeBogHoro oomMeHa, THPEOUIHOTO cTaryca,
JedeHne MHPEKIUH MOUYEBBIBOIAIIUX MyTeH, aKTUBHOE JICUCHHE CPEAHUX OTUTOB
u JIp.

B npogunakmuxe ocmeonopoza wurpaetr BaXHYIO pPOJIb JUIUTEIBHOE
nedenue pI'P u 3amectuTenbHas Tepamnusi MOJOBHIMH TOPMOHAMHM, YTO YIy4IIaeT
MPOTHO3 IS IIOTHOCTH KOCTH M BO3MOXKHOTO pa3BUTHs ocTeonieHnn. Kpome Toro,
JUI ONTUMU3AIMU COXPAHEHHS KOCTHOM TKaHM BO3MOXKHO MPOPUIAKTUIECKOE
npuMmeHenne kanpius kypcamu (¢ 10 mer — 1000 mr/nens, ¢ 11 ner — 1200

MT/JICHB ).
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7. Benenne nmamuenTok ¢ CIUT B neamarpuyeckou npakTuke

Cxema nabnwoenus 3a nayuenmkou c cunopomom Illepewesckozo-
Tepuepa (D)

Habnwoenue sndokpunonoea: 1 pa3 B 6 MecsIIeB.

AHWZDOI’ZOM@WZDZ/[}Z, BHEeCeHUe OAHHbIX 6 quu@M()VaﬂbHViO Kapmy pocma,

Koumponw eeca: 1 pa3 B 6 MecsIEB.

Koumponw ckopocmu pocma: 1 pa3 B 12 mecsiues.

Onpedenenue kocmno2o gozpacma: 1 pa3 B 12 mecsiieB (Ha ¢hoHe Tepanun).

Ynempaszeykosoe uccieoosanue 6ﬁIOWHOZZ noJjiocmu, 3a6ﬁIOW1/lHH020 npo-

cmpancmea: 1 pa3 B 3 roja.

Ynempaszeykosoe uccinedosanue manoco _masa: B 12 ner nepea HavdajioM

ACTPOTCHOTCPAIINH. Ecin YPOBCHb TOHAJOTPOIIMHOB HC IIOBBINICH, BO3MOXHO
CaMOCTOATCIBHOC Ha4dallo ny6epTaTa, HYXHO HCCICOAOBATH COCTOSHHUC TOHAA IIpHU
IMOMOIIX YJIbTPA3BYKOBOT'O UCCICAOBAHUA.

Koumponv apmepuanvroco oasienus Ha PYVKAxX U Ho2ax. 1 pa3 B 6 MCCALICB

npu OTCYTCTBUM TNOBbIIEHUA AJ] u npu noBbimieHun AJl NpOBOAUTCA CyTOYHOE
MoHHUTOpUpoBanue A/l u BeeHue 60JLHOT0 COBMECTHO C KapIHOJIOTOM.

Oxokapouozpagus: TMOBTOPUTH B TOJIPOCTKOBOM BO3pacTe, MPH HATUYUH

W3MEHEHUI COBMECTHOE BCIACHUC C KapAHWOJOTaMHU.

KOHI’I’IDOJlb caxapa Kpoeu. 1 pa3 B JBa McCiAla IIPpH JICUCHUU T'OPMOHOM

pocTta, 1 pa3 B 6 MmecsieB 6e3 JeUeHUSI.

CmaH()apmezd ZJZ}‘OKOS’OI’}’ZO]Z@DLZHWZHblMV mecm. IICPCA HaAYaJIOM JICUCHHA

TOPMOHOM POCTA.

Konumponw 3a yposnem T4, TTI: 1 pa3 B rof.

Onpedenenue JII'. @CI: B 12 net nepea Ha4yajaoM 3CTPOreHOTEpATTUH.

Konmponw 0b6wezo ananuza kposu, mouu: 1 pa3 B 12 mecsues.

Konmponw OUOXUMUYECKO20 AHAIU3A Kpoeu (eramuHuH. mMparncamurdasvl,

NeKmpoaumul, uienoynas gocgomasza): 1 pa3 B 6 MecsleB NpU JECYCHUU
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TOPMOHOM POCTa, 1 pa3s B TOJ MpH JEYEHUHU TOJBKO 3CTPOrE€HAMH.
Koncynomayusa omonapuneonoza ¢ onpedenenuem ocmpomul cayxa: 1 pa3 B

12 - 24 wmec.

Habnwoenue kapouonoza, Hedpoaoza, opmodoHmMa, opmoneod, OmoJd-

pPpUHz0Jlocd U ODVZMX 6patteﬁ-cneuuaﬂucm06: B 3aBHCHUMOCTH OT HMCIOIIHNXCA

3a00sieBaHUI ¥ TOPOKOB Pa3BUTHS.

Habnwooenue ncuxonoeca: B 3aBUCUMOCTH OT PEKOMEHIAIUN TMCHUXOJOra.

O6s3aTenpbHO B TyOepTaTHbIA niepuo. [lcuxorepaneBTuueckoe Je4eHUE JTOTKHO
OBITH HAIPaBJICHO Ha KOPPEKIMIO CaMOOIIEHKH, IOOIIPEHHE TMalMeHTOK K
MPOSIBJICHUIO COITMATIBLHON aKTUBHOCTU, KOPPEKIUIO TPYIHOCTEH C OOydeHHEM.
Oco60e BHUMaHUE JOJDKHO OBITh Y/IEJICHO TUIAHUPOBAHUIO Kapbephl, TOJATOTOBKE K
CaMOCTOSITEJIbHON JKM3HHU C yY4€TOM BCEX HMEIOIIUXCS HAPYIICHWH 310pOBbSI U
uH(OpPMaIIMK O TPYIAHOCTIX B OOYUEHUHU.

Koppexyusa enewnux anomanuti pazeumust

Koppekuus BHEMIHUX aHOMalIWil MPOBOJAUTCS TOJBKO B CIydae 3HAYMMOTO
KOCMETHYECKOro jedekra (KpbUIOBUIHBIE CKIAIKUA IIEH) WM MPU HapyLICHUH
byHKIIMKM opraHa (HampuMmep, BBIPAXKEHHBIM MT03). XHUPYypruyeckoe BMeIIa-
TEIBCTBO MPOU3BOAUTCS crHenuaauctaMu. [0 BO3MOXXHOCTH, NPU OTCYTCTBUHU
(GYHKIIMOHAIBHBIX HApYIICHUH CIIeyeT BO3JEPKUBATHCS OT XUPYPTUUECKOTrO
BMEIIATENbCTBA, IMOCKOJBKY YCTPAHEHHS KOCMETHYECKOro JedeKTa MOXKET
NPUBECTH K HAPYIICHUIO (PYHKIMU IOCJE ONepalud. ITO OTHOCHUTCS KaK K
BHEIIHUM aHOMAJUsIM, TaK U K XUPYPTHUECKON KOPPEKLIHUH MOPOKOB BHYTPEHHHX
opraHoB. Hy>XHO TOMHHUTH O MPEAPACIIOIOKEHHOCTH K 00pa30BaHHUIO KEIOUTHBIX
py6uoB npu cuaapome lllepemerckoro-TepHepa.

IIpogpunaxmuka u nevenue oxcuperus

Hekotopeie neBouku ¢ CLIT CkiIOHHBI K pa3BUTHIO OKHUpEHUs. BoiabHbIE
CHIT nHaxomsiTcsa B TpyIIle PUCKAa MO Pa3BUTUIO apTEpUATbHON TUIEPTEH3UU U
nuabera, a OXKUPEHHUE JIeJlaeT pa3BUTHE ATUX 3a0osieBaHUM Oojnee BeposiTHhIM. K
TOMY K€ U30BITOUYHBIA BEC B COYETAHWU C HUZKHM POCTOM U JUCILUIACTUYHBIMU

4ycpTaMu Jinga u (1)I/IprBI MOXCET CO3JaBaTb AOIIOJHHUTCIIBHBIC IICUXOJIOTHYCCKUC
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tpynuHoctu. [Toatomy poautenu aeBouek ¢ CIIT momxHbl OBITH NPETyIPEKACHBI
O BO3MOXKHOM DPa3BUTUU OXHUPEHHUS] U WH(POPMHUPOBAHBI O TOM, KaK MPaBUIILHO

(opMHUpOBATh MULIEBHIE MPUBBIYKU U MPUBBIYKY K (PU3UUECKUM YIPAKHEHHUSIM Y

CBOMX JETEH.
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/. Begenue B3pocibix nanuenToxk ¢ CHIT

B3pocinbie nanuentsl ¢ CIIT uMeroT BBICOKHNA PUCK Pa3zBUTHUS PA3IUUYHBIX
3a00eBaHUN U JOJKHBI HAaXOJUTHCS TOJ MPUCTAJIbHBIM HAOMIOACHUEM Bpauei
BCIO JkM3Hb. (CBOEBPEMEHHOE MEIMLMHCKOE BMEIIATEIbCTBO CHUXKAET PHUCK
pa3BUTHs paHHEHW 3a00JI€BA€MOCTHM M CMEPTHOCTU U YIJIYy4YILAeT KaueCTBO KU3HU
nanueHTa.

OCHOBHOW TPUYMHON TOBBIIMICHUSI CMEPTHOCTH OOJBHBIX CHHIPOMOM
HlepemeBckoro-TepHepa sBIsETCS CEPACYHO-COCYIUCTas MATOJNOTUs, U B
YaCTHOCTU JWJIATAIUS W Pa3pblB aOpPThl, BTOPOM 10 3HAYMMOCTH TPUUUHOU
MOBBILIEHHON CMEPTHOCTH SIBJISIFOTCS 3710KAU€CTBEHHBIE HOBOOOPA30BaHUS.

Cxema HaOmrogeHus 3a B3pocibiMu mnanueHtkamu ¢ CLIT npuBenena B
Tadure 6.

Nmutanusa paboThl HOPMAIBHBIX SIMYHUKOB OCYIIECTBIISIETCS MTyTeM Ha3Ha-
YEHUs1 3aMECTUTENIbHOW TEepamuy SCTPOT€HAMU U MpernapaTaMH IMpPOrecTEpoHa.
Ilenecoobpa3Ho mpuUMEHEHHEe KOHBIOTUPOBAHHBIX (MpeMapuH B go3e 0,625 - 1,25
MI' B JIeHb) WJIHM NPUPOJHBIX 3CTPOreHOB (3cTpodeH B /03€ 2 MI B JICHB).
IIpenapaTel mporecTrepoHa Ha3HAYAKOT JOMOJHUTENbHO ¢ 15-To mo 25-i JeHb
[IUKJIMYECKON Tepamuu: MeApoKcUnporectepona amerar 5-10 Mr/meHs wiu
HOPATUHAPOH 1-2 Mr B jAeHb. B03MOXHO mNpHUMEHEHHE KOMOMHHPOBAHHBIX
MpenapaToB, COJEpPXKAUIUX MPUPOAHBIE OBCTPOr€Hbl W TECTareHsl (JAMBUHA,
LUMKJIOMPOTMHOBA) IO LIUKJIMYECKOU CXEME.

Hcnonp30BaHUE CUHTETUYECKUX SCTPOr€HOB WM KOHTPALIENTHBOB, COJEP-
KaUX  ASTUHWI-3CTPAAMON,  HexenaTeapbHo. JledeHue  ACTporeHamMu U
MpOrecTUHaAMU MPEKpaIlaeTcsl B BO3pacTe HACTYIJICHUS MEHOMay3bl Y 3I0POBBIX
KeHIMH (rmocie 50 jeT) WM NpoAoKaeTcs JEYEHHEe OJHUMU 3CTPOreHaMu, 4TO

MPEJOTBPAIIAET Pa3BUTHE OCTEONOPO3a.
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Tabnuya 6
Cxema Ha0/1I0/1eHH 32 B3POCJIBIMYU NanueHTKamMu ¢ cuaapomomM IllepemeBckoro-TepHepa

Habnronenue sH10KpUHOIIOTA 1 pa3 B 6 MecsiLeB

KoHnTpons Beca, nanbnanys MOJIOYHBIX kenne3 1 pa3 B 6 MecsleB

VYnbTpazBykoBoe uccienoBaHue OpromHo# 1 pa3 B 2-3 rona
MOJIOCTH, 3a0PIOMIMHHOTO IPOCTPAHCTBA

KonTpoJib apTepUaIbHOTO naBieHus, 1 pa3 B 6 Mec u yalie npyu HeoOXO0AUMOCTH
ayCKyJnbTallMs cepaLa

Oxokapaunorpadus 1 pa3 B 3-5 ner

Kontpons caxapa kpoBu 1 pa3 B 6 MecsLeB IPU OTCYTCTBUU HAaTOJIOTHH
CraHgapTHBIN ITFOKO30TOJIEPAHTHBIN TECT 1 pa3 BTOI

KonTpons 3a ypoaem cB. T4, TTT 1 pa3 B 2 rona

buoxumnuecknii aHanu3 KpOBU c 1 pa3 B2rona

WCCIICIOBAHUEM KpEaTWHWHA KPOBW, a30Ta
MOYEBHHBI, TJIFOKO3BI, JUIHJIHOTO TPOduIs,
(hepMeHTOB TIeYeHU

KoHTpose o61iero ananusa KpoBH, MOUYH | pa3 B rox wim yamie npu HAJIAYAU TOPOKOB
MOYEBBIICTUTEIBHON CUCTEMBI.

Koncynpramus ruaexonora 1 paz3 Brog

Koncynprarus OTOJIAPUHTOJIOTA ¢ 1 pa3 B 3-5 ner
OTIpeJIeNIEHUEM OCTPOTHI CIyXa

Ha6mronenue KapJuoJiora, Hedposora, [lo mokazanusm

OTOJIAPHHTOJIOTA " JPYTUX Bpaueii-

CTICTIMATICTOB

JleHcuToMeTpus B nepBoe HOCEIICHUE B3pOCJIOTO

SHJOKPHUHOJIOTA WJIM TepaleBTa M 4epe3 S5 JieT -
€CIIM HET YMEHBIIEHUS KOCTHOW IIJIOTHOCTH.
[Tocnenyroniee uzmepenue nocie S50 jger

Ha6J'IIOI[eHI/Ie IICHUXO0JIoTa ITo moxazanusM

ITonnoe MCAULIMHCKOC O6CJ'I€,I[OBaHI/Ie C Hepez( 3aHHaHHpOBaHHOﬁ 6epeMeHHOCTBIO
0COOEHHO TIIaTCJIbHBIM IMOHMCKOM IIaTOJIOIHMH

CepﬂeqHO-COCYﬂHCTOﬁ u MO‘ICBBI,HGHHTGHBHOﬁ

CHUCTCMBbI, TCHETHUYCCKOC KOHCYJIBbTHPOBAHNC

* Tlognepxanue HOpMaIbHOTO Beca Tena. MHaekc macchl Tena He JOJIKEH
MPEBBINMIATH 25 KI/M2, COOTHOIIIEHHE OKPYKHOCTh TaTuu/OKpykHOCTH Oexep -0,80.
B paGote c mamueHTamMu CcleayeT HACTOSATEIBHO PEKOMEHIIOBATh JAHUETHUYECKOE
MUTAaHUE W aJIeKBAaTHbIC (U3MUYECKHE HArPy3KHM Kak MPOPWIAKTHUKY Pa3BUTHS

caxapHoro z[Ha6eTa, OCTCOIIOPO3a, THIICPTOHUMH.
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* Ilpodunaktuka ocreonopo3a. HeoOxoaumo obecreunTs MOCTYIUICHHE B
opraHu3M Kajiblus 1,2 I/CyTKM ¢ NUILIEH WM NPUHUMATH C NPOPUIAKTUYECKOU
LEJIBI0 MEAUKAMEHTO3HbIE Ipenapatbl. llommepxkanue HOpPMaIbHOrO BECa U
JBUTATENIbHAsI AKTUBHOCTH TaKXKe BaXKHBI JJIs1 TPO(QUIAKTUKU OCTEONOpPO3a.

» JleyeHue Opyrux, XxapakTepHbIX Wi cuHapoma lllepemesckoro-TepHepa
COCTOSIHUM, U CONMYTCTBYIOIIUX 3a0oseBaHuil. [lpu HEOOXOAMMOCTH MPOBOAUTCS
KOPPEKIUsS apTepUalbHOM THMNEPTEH3UH, YIJI€BOAHOTO OOMEHA, THUPEOMIHOTO

CTaTryca, JICUCHHUC I/IH(i)eKL[I/Iﬁ MOYCBBIBOIAIIHNX HYTCﬁ nT.AOo.

8. 3akiarouenune

CBoeBpemeHHass nmnoctaHoBka juardHo3a CIHIT, TmarenbHoe€ MEIUIIMHCKOE
oOcneloBaHre W TIOCHIENyIOlee HaOIOJeHHe, JICUCHHE C MPUMEHEHHUEM BCETO
apceHasna JOCTYITHBIX MEIUIIMHCKUX CPEeACTB oOecrieunBaeT skeHmuHaMm ¢ CHIT
MOJTHOIIEHHYI0, aKTUBHYIO >KM3Hb. Tepamus mnpenapaTaMu T€HHOMHXEHEPHOTO
TOPMOHA POCTa YEJIOBEKA MO3BOJISIET OOJBITMHCTBY OOJBHBIX JTOCTUYb COLMAIBHO
IPUEMJIEMOTO POCTa, H30€kKaTh OBITOBBIX, ICHUXOJIOTHYECKUX W COIMAIBHBIX

l'[pO6J'I€M, C KOTOPBIMHU CTAJIKUBAIOTCA JIIOAHW HU3KOI'O pOCTaA.
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